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KNMHWYECKUE PEKOMEHAALUWU «BPOXAEHHAA AUCOYHKLNA KOPbI
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B KnuHMueckux pekomMmeHgaunAax no BpO)K,D,EHHOV'I JJ,VIC(I)yHKU,I/II/I KOpbl HaAMNOYEYHNKOB Y neten KpaTKO N CTPYKTYPUPOBAaHO
N3N10XKeHbl OCHOBHbIE CBeleHNA NOo SNNAEMNONOTNN, STUONOINKN, NaToreHesy, MeToaam ANarHOCTUKN BCEX (I)OpM 3aboneBsa-
HWA. npe,D,CTaBJ'IEHbI CXeMbl 3aMeCTUTeSIbHON TePaAnnnN rMIOKOKOPTUKONAHbIMA N MUHEPANOKOPTUKONAHBIMW NpenapaTtamMn
N NPOTOKONbI Ha6J'IIOL|,EHVIFI 3a NayneHTaMun pa3HbiX BO3PaCTHbIX KaTerole|7|. HactoAwue KnnHnyeckne pekomeHgaumn pas-
pa6OTaHbI n 0,D,O6p6HbI SKCNEPTHbIM COO6LLI,ECTBOM BETCKNX SHAOKPUHOJIOroB Poccuninckon accoymaumm SHOOKPUHONOros
N yTBEPKOEHDbI COBETOM MI/IHVICTepCTBa 34pPaBOOXpaHEHNA PO. B OCHOBY KIIMHNYECKNX DEKOMEHAaLWIVI BKNIOYEHbI CUCTE-
MaTnvyeckme 0630pbl, MeTa-aHann3bl, OPUTrNHanbHbl€ CTaTbWN N Hay4Hble pa60TbI no gaHHow natonoruun B Poccninckon Qe-
Aepaunn n gpyrmx ctpaHax. B cTtaTbe 06HOBMEHDI KOMMEHTapun n pasbACHEHNA aBTOPOB NO Hanbosee Ba)KHbIM acnekTam
ANArHOCTUKKN N nevyeHna BpO)K,D,EHHOVI ,D,I/ICd))/HKLI,VIVI KOpPbl HaANMo4Ye4YHMKOB B AETCKOM BO3pacTe.

KJTIOYEBbIE CJIOBA: 8pox0eHHas oucyHKYUsA Kopbl HAONOYEYHUKO8; d0peHo2eHUMAdsbHblli cuHOpoMm; deuyum 2 1-2udpokcuniasel; demu;
CYP21A2; HeoHamManbHbIl CKPUHUHE; KTUHUYeCKUe peKkoMeHOayuu.

CLINICAL PRACTICE GUIDELINES "CONGENITAL ADRENAL HYPERPLASIA IN CHILDREN"
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The clinical practice guidelines for congenital adrenal hyperplasia (CAH) in children clearly and systematically present the
key information on the epidemiology, etiology, pathogenesis, and diagnostic methods for all forms of the disease. Proto-
cols for glucocorticoid and mineralocorticoid replacement therapy, as well as follow-up regimens for patients in different
age groups, are provided. These clinical guidelines were developed and approved by the expert community of pediatric
endocrinologists from the Russian Association of Endocrinologists and endorsed by the council of the Russian Federation
Ministry of Health. The guidelines are based on systematic reviews, meta-analyses, original articles, and scientific studies on
this pathology conducted in the Russian Federation and other countries. This article provides updated author comments
and clarifications on the most critical aspects of the diagnosis and treatment of congenital adrenal hyperplasia in childhood.
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CMUCOK COKPALLLEEHUI
MK — muHepanokopTnkoungpl

Al — apTepuanbHoe faBneHue SKO — 3KcTpakopnopasbHOoe oniog0TBOPEHNE
Al — apTepuanbHas runepTeH3us 11-A0K — 11-ge3oKcnmKkopTn3on
AKTI — agpeHOKOPTMKOTPOMHbIN FOPMOH 170HP — 17-rugpokcmnporectepoH
BIKH — BpoxpaeHHaa anchyHKUNA KOPbl HAANMOYEUHVIKOB OISA — permaposnnaHapoCTEPOH
Al'C — agpeHoreHuTanbHbIN CUHAPOM OM3Ac — permppoanvaHapocTepoHa cynbdart
21-[10K — 21-0e30KCnKOpTM30/ SD — K03 MLMEHT CTaHAAPTHOrO OTKJIOHEHUSA
TMC — TaHgeMHasa Macc-CneKTpoMeTpua MNC — nonosble cTepounAbl
Y3W — ynbTpasByKkoBoOe nccneqoBaHme KT — komnbloTepHasa Tomorpadus
YCC — vacToTa cepheyHbIX COKpaLLeHni MPT — mMarHWTHO-pe30oHaHCHas Tomorpadus
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CLINICAL GUIDELINES

TEPMWHbI 1 ONPEQEJNIEHNA

BpoxpeHHaa AUCOYHKUMA KOpbl HaAMNoYeuyHUKOB
(appeHoreHNTaNbHBLIN CUHAPOM, BPOXKAEHHAA rmnepnna-
315 HAANOYEUYHUKOB) — rpyrna 3abosieBaHMI C ayTOCOMHO-
peLecCUBHBIM TUMOM HACNefoBaHUs, B OCHOBE KOTOPbIX
nexnT gedpekt ofHOro u3 GpepmMeHTOB WM TPAHCMOPTHBIX
6efIKoB, NPVHMMAIOLWKX YyYacTue B GBMOCMHTE3e KOPTM30a
B KOpP€e HaiMOYeYHKOB

MNpexpeBpeMeHHOe afpeHapxe — W30JMPOBaHHOE
nosBsieHne JIOOGKOBOIO OBOJNIOCEHUA Yy AeBOYeK A0 8 net
My ManbymKoB o 9 nert.

loHagoTpoNUuH-3aBUCMOE MNpeXKAeBpeMeHHoe To-
noBoe pasBuUTME — TOSABJIEHNE BTOPWYHBIX MOJSIOBbIX
NPV3HAKOB y AeBoyek J0 8 neT 1 y mManbynkos Ao 9 ner,
06ycnoBneHHOe NpeXKaeBPeMeHHON aKTMBALMEN rnoTana-
MO-Tnodn3apHON CUCTEMbI.

OnpepeneHne cnekTpa ctepongoB metogom TMC —
KONMYeCcTBEHHOE oOnpefesieHre OCHOBHbIX CTepouf-
HbIX TOPMOHOB U UX METAaboNNTOB B CbIBOPOTKE KPOBU
MeTOAOM TaHAEMHON XPOMaTO-MacC-CreKTpoMeTpuren
(LC-MS/MS).

YpoBeHb AOCTOBEPHOCTM AOKa3aTeNbCTB — CTeMeHb
YBEPEHHOCTM B TOM, YTO HafeHHbIN 3GHEKT OT NpUMeHe-
HUA MEOVLMHCKOTO BMELLIATENIbCTBA ABMAETCA UCTUHHBIM

YpoBeHb y6eauTenbHOCTU peKoMeHJauum — cre-
neHb YBEPEHHOCTU B [OCTOBEPHOCTU 3ddeKTa BMella-
TeNbCTBA U B TOM, UYTO ClelOBaHMWE pPeKOMeHAALUAM
npuHeceT 6onblue NONb3bl, YeEM Bpefla B KOHKPETHOW Cu-
Tyauum

CnoXxuBLIaACca KNMHNYeCKas npaktuka — (aHrn. good
practice point, GPP) ucnonb3syertca gnsa Te3ncoB-pekoMeH-
[aLuNi, OTHOCALLMXCA K COOpY XKanob 1 aHaMmHe3a nauuneHTa,
bU3MKanbHOMY OCMOTPY NaLMEHT], @ TAKXKE XapaKTepusyto-
LWMX OpraHu3auuio MeAULUHCKON MomMoLy (opraHu3aumio
MEAVLMHCKOro npouecca) B C/lyyae, ecyiv OTCYyTCTBYIOT [i0-
Ka3aTenbCTBa, NMOlyYeHHbIe Ha OCHOBaHUN Pe3yNbTaToB CU-
CTEMATUYECKOrO MOMCKa U 0TOopa KIMHUYECKNX UCCNEeno-
BaHUN.

1. KPATKAA UHOOPMALINSA NO 3ABOJIEBAHUIO
NN COCTOAHUIO (FPYMME 3ABONIEBAHUI
NN COCTOAHUN)

1.1 OnpepeneHune 3a6oneBaHns NN COCTOAHUA

(rpynnbl 3a6oneBaHuii NN COCTOAHMI)

BpoxaeHHan gucdyHKLMA KOpbl HAANOYEYHNKOB (agpe-
HOreHUTaNbHbIN CMHAPOM, BPOXKAEHHaA Hagmno4yeuYHUKo-
BaA runepnsasus) — rpynna 3abosieBaHUN ¢ ayTOCOMHO-
peLeccMBHbIM TUMOM HacnefoBaHWA, B OCHOBE KOTOPbIX
nexnT gedpekt ofHOro u3 GpepmMeHTOB WM TPAHCMOPTHBIX
6efIKoB, NPVHMMAIOWKX YyYacTue B GBMOCMHTE3e KOPTM30/a
B KOpe HaAno4Ye4yHnKOB.

1.2 STuonorua n natoreHes 3aboneBaHuA v

cocTosiHuA (rpynnbl 3a6oneBaHNii UAN COCTOSIHUIA)

B ocHoBe Bcex ¢opm BLOKH nexaT natonormyeckue
BapWaHTHble 3aMeHbl B reHax, OTBevalWwmx 3a CUHTe3
bepMeHTOB UNN KOPepMEeHTOB CTEPOMOreHesa, a TakK-
xe reHa STAR, kogupyiowiero 6enoK, KoTopblil yyacTByeT
B TPaAHCNOpPTe XonecTteprHa BHYTpb MutoxoHapun [1-8].
Ona Bcex dopm BOKH pokasaH ayToCOMHO-peLeccrBHbIl
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TUN Hac/iefoBaHUsA, T.e. A/ MPOsBieHUA 3abonieBaHUsA
Heo6XxoAUMO Hanuume MyTaLuii Ha obonx annensx. Takxe
npu Bcex ¢opmax 3aboneBaHna NMeeTcs reHoTun-peHo-
TUNMUECKasa Koppenauunsa, Npyu KOTOPOW Bblpa)KeHHOCTb
KAUHWYECKNX MPOABIEHUN HanpsAMyl0 3aBUCUT OT CTe-
neHn HapyweHua GyHKuum dpepmeHTa. Takmum 06paszom,
onucaHbl Knaccuyeckue popmbl 3aboneBaHmsa ¢ eboTom
KNUHNYECKOW KapTUHbI B PAaHHWI HEOHAaTalIbHbIN Nepurog,
N Heknaccuyeckune cteptole Gopmbl 3ab6oneBaHus, Koraga
KNUHMYEeCKas KapTuHa pa3BuBaeTcs B Oosiee no3gHem
[leTCKOM BO3pacTe, B Nepuog nybepTaTta unum gaxe y mo-
nopgbix B3pocnbix [5, 9, 10]. MNpn Hannunn KoMnayHa-rete-
PO3UTOTHbIX MyTaLWiA, KTMHUYECKYIO KapTUHY onpenens-
eT MeHee «Taxenaa» myTayus.

Mpun Bcex popmax BAKH oTtmeuaetcs peduuut kKopTu-
30/13, UTO MO MeXaHM3My OTpULIATENIbHOW 0BpaTHOW CBA3M
npuBOANUT K NosbiweHnio ypoBHA AKTI 1 runepnnasum Hag-
MOYEUYHVKOB. B pe3ynbrate CTUMYNAUUM HAAMOYEUYHVKOB
NPOVCXOANT N36bITOYHOE HaKOMJIEHME CTEPOUIOB, NpesLue-
CTBYIOLLMX pepMEHTATUBHOMY 6/1OKY. KnMHUYecKan KapTrHa
Kaxxgon ¢opmbl BOKH obycnosneHa edmumTom ropmMoHOB,
CUHTE3 KOTOPbIX HEBO3MOXEH MpUW AaHHOM ¢depMeHTaTUB-
HOM 6J10Ke, 1 N30bITKOM NpefLeCcTBEHHUKOB.

1.3 Snupgemunonorus 3aboneBaHNA NN COCTOAHUA

(rpynnbi 3a6oneBaHuii UM COCTOAHMIA)

Camon vacton popmoint BAKH, Ha KoTopyto npuxoauTtcs
6onee 90% 60nbHbIX, ABNAeTCA aednunT 21-rugpoKcunassbl.
PacnpocTtpaHeHHOCTb aeduunTa 21-rmapoKcunnasbl B Mupe,
paccynTaHHasA Mo AaHHbIM HEOHATaSIbHOrO CKPWHUHIA, CO-
ctaBnset 1 cnyyan Ha 14 000 XunBbIX HOBOPOXKAEHHbIX [11].
B Poccum no AgaHHbIM HeOHAaTasnbHOIO CKPUHMHIA 4acTo-
Ta Knaccuuyeckux ¢opm gedpuumta 21-ruapokcunasbl Co-
ctaBnsAet 1 cnyyam Ha 9638 XMBbIX HOBOPOXAEHHbIX [12].
PacnpocTpaHeHHOCTb HeKknaccuyeckon ¢opmbl aeduumnta
21-rmgpokcunasbl B mupe coctasnsaet 0,1-0,2%, cpegn eB-
peeB-allkeHa3n fdaHHaA (popmMa BCTpevaeTCs 3HaumTenb-
HO vawe — 1-2%. MuHMManbHaa pPacnpoOCTPaHEHHOCTb
Heknaccmyeckon ¢opmbl  gedurumTta  21-rmapoKcmnnasbl,
paccunMTaHHad Ha OCHOBaHMM OnpefenieHus reTeposunrot-
HOrO HOCMTENbCTBA [ABYX Haubonee YacTbix MyTaLUii B reHe
CYP21A2 no ¢opmyne Xapaun-BaiH6epra Ha npumepe Mo-
CKOBCKOW obnactu, coctaBuna 1 cniyyanm Ha 2206 HOBOpO-
»KOEeHHbIX [13].

BTopoi no pacnpocTtpaHeHHocTn popmoi BAKH aB-
naetrca peduunt 11B-rmpgpokcunasol. B mupe paHHas
dopma BKH BcTpeuaetca B 10 pa3 pexe, 4em Kraccu-
yeckne ¢opmbl geduumta 21-rugpokcunasbl. Pacnpo-
CTpaHeHHOCTb geduumta 11B-rugpokcmnnasbl B Poccum
He wu3ydyeHa. OctanbHble ¢opmbl BAKH BcTpeuatotca
3HauUUTeNbHO pexe. [na HekoTopbix peakux ¢opm BAKH
XapaKTepHa BblCOKaa YyacToTa BCTPeYaeMOoCTU B OTAeNb-
HbIX MONyNAUUAX, YTO OO6BACHAETCA Kak YyacToTon 6nums-
KOPOZACTBEHHbIX HpakoB, Tak U 3¢pdeKToM OCHOBaTens.
Tak onucaHa BbICOKAs pacnpoCTpaHeHHOCTb AeduumTta
3B-rmgpokcmcTepongaernaporeHasbl, Kotopasa COCTaB-
naet 1 cnyyanm Ha 22 679 »KUBbIX HOBOPOXAEHHbIX B Pe-
cnybnuke Ocetns [14].

YuntbiBasi nopasnswolwee npeobnagaHne peéduumTa
21-ruapokcnnasbl cpean Bcex popm BAKH, ocHoBHas yactb
KNUHUYECKUX PEKOMEeHZaUMA OTHOCWTCA K [MarHOCTUKe
W JIEUEHMIO UMEHHO 3TOl GpOopMbl.
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1.4 Oco6eHHOCTN KoaMpOBaHMA 3a6oneBaHns unn
cocTosiHuA (rpynnbl 3a6oneBaHMii UAN COCTOSIHUIA)
no MexxgyHapogHou CTaTUCTUYECKON Knaccupukaumm
6onesHell 1 npo6nem, CBA3aHHbIX CO 340POBbEM

« E25 AppeHoreHutanbHble pacCcTpoONCTBa

+ E25.0 BpoxpgeHHble agpeHOoreHuTasbHble HapyLlleHus,
CBA3aHHble ¢ AedrLMTOM PepMEHTOB

« E25.8 Ipyrue agpeHoreHnTanbHble HapyLeHus

« E25.9 AppeHoreHnTanbHoe HapylleHne HeyTOYHEHHoe

1.5 Knaccudukaumsa 3aboneBaHns WM COCTOAHNA

(rpynnbl 3a6oneBaHuii NN COCTOAHMI)

Ha cerogHAwWwHMIA feHb 13BECTHO 7 GOPM BPOXKAEHHOM
AnchyHKLUMM Kopbl HagnouyeuHukos (BAKH):

+ JlunoupgHaa runepnnasua KOpbl HaANOYEYHMKOB (MyTa-
uun reHa, Kogupyiollero 6enok StAR);

«  Heduuut 20,22-gecmonassbl (11a-rugpokcmnassbl);

«  Heduuut 17a-rugpokcmnasbl/17,20-nmasbi;

«  Heduuut 3B-rmgpoKcncTeponanernaporeHasol;

«  [Jedbuvuut 21-rngpokcunassl;

«  Hedunuut 11B-rmapokcmnasbl;

«  Jedbuuut okcupopenyKrasbl.

BHyTpu Kaxpgon ¢opmMbl BbIgENAOT Kiaccuyeckue
N HeKlacCnyeckrne BapuaHTbl, B 3aBUCMMOCTU OT TAXeCTn
N CPOKOB KNMHUYECKUX NpoABneHun. leneHne Ha Knaccu-
UeCKYI0 M HeKfaccuyeckyto GpopmMy obycnoBfEHO pa3HoW
CTEeNEeHbIO CHUXKEHUS aKTUBHOCTU pepMEHTA, UTO onpeaens-
eTCA KOHKPeTHOW MyTaLnen.

Mpun geduruute 21-rMapoKcuIasbl BblAeNAT 3 KNMHWYe-
cKkue GopMbl: iBE KNaccuyecKkne — ConbTepPAIoLLYIO, BUPWIb-
HYI0 1 HeKnaccuyeckyto dopmy 3abonesaHua. MNpn Hyneso
aKTMBHOCTU depMeHTa onpefenseTcs ToTalbHbIN aepuumnt
TMIOKO- M MUHEPaNoOKOPTUKOMNZOB, YTO MPUBOAUT K CONbTEepS-
loLLeMy COCTOAHWIO B NMepuos HOBOPOXKAEHHOCTM 1 pasnny-
HOW CTeMeHWN BblPaXXEHHOCTV BUPWUAN3ALMM HaPYXKHbIX re-
HUTaNU y feBouek. [pn oCcTaTouHOM akTUBHOCTU pepMeHTa
ot 1 go 5% pa3BurBaeTcA BUpWibHas popma 3aboneBaHus 6e3
HapYLUEHUs] MUHEPANOKOPTUKOUAHON GYHKLUMK, HO NPUBO-
[ALWanA K BHYTPUYTPO6HONW BUupunu3auum nnoga. Mpu aktms-
HoCTV depmeHTa bonee 5% BMPUNU3aLMs NPOABNAETCA TONb-
KO MOcC/ie POXAeHNA B BUAEe NpexaeBpeMeHHOro ajpeHapxe
B 4-5 neT, yCKOpeHWA pocTa 1 KOCTHOro Bo3pacta [12, 15, 16].

1.6 KnuHnyeckasa KapTuHa 3aboneBaHnA WM COCTOAHNA

(rpynnbl 3a6oneBaHuii NN COCTOAHMI)

XapakTepHbliii ans sBcex dopm BAKH peduunt koptusona
NPOABNAETCA CKNOHHOCTbBIO K MMMOMIMKEMUYECKOMY CUHAPO-
My, OCOGEHHO BbIPaXKeHHOW Y rPYAHbIX IETEN 1 B CTPECCOBbIX
cutyaumax. Cneunduyeckum cMMATOMOM aeduumTa KopTu-
30/1a ABNIAETCA MMMNePnMrMeHTaLnsa KoXr BCIEACTBME BbICO-
KOrO YPOBHS MPOONUOMENAHOKOPTUHA 11 €70 MPOU3BOAHbIX.

B 3aBUCMMOCTM OT YpOBHA ¢epMeHTaTUBHOrO 6ioKa
Bce dopmbl BOKH MoXKHO pa3genutb Ha 2 rpynnbl: Npy ge-
duunTe depmeHTa Ha HauyanbHbIX 3Tanax CTepougoreHesa
(nedvumT 11a-rmapokcnnasol, gepekt STAR-npoTtenHa, ge-
buunT 17a-rmgpokcunasel) nMeeTcs 6JI0K Ha MyTU CUHTE3a
aHAPOreHOB Kak B HAafiMOYEUYHUMKaX, Tak M B FOHafaX, uto
NPUBOANT K HeJOCTaTOYHOW MACKYJUHM3ALUUN HaPY>KHbIX
MOOBbIX OPraHoOB Yy MIOAOB C Kapuotunom 46XY; npu gedu-
uute pepMeHTOB Ha Honee NO3LHUX dTanax cTepougoreHe-
3a, NPOTEKALUX TONbKO B HagnouyeuyHnkax (geduuymnt 21-ru-
apokcunasbl, geduuut 11B-ruapoKcmnasbl), NpPonNCxXoauT
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KINMMHWYECKME PEKOMEHAALINNA

HaKonMnJeHne HagnoYeYHKOBbIX aHAPOrEeHOB, YTO NMPUBOAUT
K BHYTPUYTPOOHOW BMPUAM3aLUKN MOL0OB C KapUOTUMOM
46XX. Mpn gedrumnTe 3B-rMAPOKCUCTEPOUNAAErNAPOreHasbl
npu PoXAeHUN OTMEYAEeTCA HeMnpaBWIbHOE CTPOEHME Ha-
PY>KHbIX MOMIOBbIX OPraHOB Kak npu Kapmotune 46XX, Tak
1 Npn Kaprotune 46XY, NOCKONbKY MMeeTcA 610K Ha NyTu
CMHTe3a TeCTOCTEPOHa, UYTO MPUBOAMUT K HEQOCTaTOYHOWM
MacCKynMHM3aunn y Masibu4MKOB, HO HAaKamnMBaeTCs B U30bIT-
Ke cnabble aHgporeHbl ([IDA), uTo Bbi3bIBA€T HEOONbLUYO
BUPUIM3aLMIO Y feBoYeK. TakxKe, HenpaBuiibHOe CTPOeHMne
HapYXHbIX reHUTaNNI KaK Y MallbuyMKOB, TaK Uy IeBOYEK MO-
XeT HabnoJatbcs Npu gedrumnTe OKCMaopeayKTasbl.

B nocTtHaTanbHOM neprioge ¢popmbl, CONpoBOXKAatoLMe-
CA M30bITKOM HaAMOYEYHVKOBBIX aHLPOreHOB, MPOABISA-
I0TCA YCKOPEHUEM POCTa, YCKOPEHUEM KOCTHOro Bo3pacTa
1 npexaeBpeMeHHbIM agpeHapxe. Haobopot, npu dopmax
BIOKH c HapylweHem cnHTe3a NoNoBbIX CTEPOUAOB, B NOA-
POCTKOBOM BO3pacTe pa3BMBAETCA TMMNEProHafoTPOMHbIN
rMNOroHagu3M Kak y ManbynKoB, Tak U Y IeBOYEK.

B oOTHOWeHMM HapyweHua MUHEepPanoKOPTUKOVAHOMN
byHKUMM HagnouyeuHukos Bce ¢opmbl BIKH Takke MOXHO
pa3fenuTb Ha 2 rpynnbl: NpoTeKawlme ¢ AepuuntoMm mu-
HepanokopTukongos (gedpuumt 11a-rugpokcrnassbl, gedekt
STAR-npoTenHa, gedpuunt 3B-rugpoKcucTeponaaermgpore-
Ha3bl, gedruut 21-rmapokcmnasbl, gebuunt okcmagopenyk-
Ta3bl), NpoTeKawLmne ¢ N30bITKOM MUHEPANTOKOPTUKOUIOB
(nedvumT 11B-rmppokcunasbl, aeduumnt 17a-rugpokcuna-
3bl). KnnHnyecknumun nposiBneHusMu gedpuurta MUHEPAno-
KOPTUKOUZOB ABAATCA NPU3HaKM CUHAPOMA NOTepW CONK:
TOLWHOTA, HEYKPOTMMasA PBOTa, CHUXeHne All, noTeps Beca,
XNIKWIN CTyn n 06e3BOXEHHOCTb OpraHmn3ma. Ana gedpuun-
Ta MVHEPanoKOPTUKOWAOB XapaKTepHbl 3MEeKTPONIUTHbIE
MU3MEHEHNA B BuAe runepkaaMeMum U runoHaTpuemmy,
rOPMOHaNbHbIM MapKepOM ABAIAETCA MOBbIWEHNE YPOBHA
peHVHa B KpoBU. V36bITOK MUHEPANOKOPTMKOUAOB BefeT
K GOpPMUPOBaAHUIO CTOWMKOW apTepuanbHOW TUMNepTeH3UN,
COMpPOBOXAALWENCA BblPaXXeHHOW rurnokannemmen c xa-
PaKTepHbIMU CMMNTOMAaMM MbILLIEYHOW C1aboCTu, Nonypum
1 NONUANNCUAY, TOPMOHANbHbIM MapKepOM ABNAETCA CHU-
MEHHbIN YPOBEHb peHVHa Mnasmbl. KnuHuyeckaa KapTuHa
Bcex ¢opm BKH npeacrtasneHa B Tabnuue 1.

2. ANATHOCTUKA 3ABOJIEBAHUA U COCTOAHUA
(rPynNnbl 3ABOJIEBAHU NN COCTOAHUIA),
MEAVWUNHCKMUE MOKA3AHMA N NPOTUBOMNOKA3AHUA
K NMPUMEHEHWUIO METOAOB ANATHOCTUKU

Ins pasnnuHbix popm BOKH xapakTtepHo pazHoobpasue
KIMHWYeCKUx nposeneHmin. Cumntombl 3abonesaHuna onpe-
genstca edrumMTom OQHNX U N36bITKOM APYrnX KnaccoB
cTepongoB, OOYC/IOBNIEHHbIX KOHKPETHbIM ¢GepMeHTaTUB-
HbiM 6510kOM. OCHOBHOW NabopaTopPHbI MeToh AMarHo-
cTrkn Bcex ¢dopm BIKH — 370 onpepeneHvie pasnmuHbix
KOPTUKOCTEPOUZOB B CbIBOPOTKE KpoBU. [lpu Knaccuue-
CKMX BapuaHTax 3aboneBaHUsi CTepoupHble COeAUHEHUs,
npegwecTsyowmne bepMeHTaTUBHOMY 00Ky, MOBbILIEHbI
B OECATKYM pas, UTO He Bbi3blBAeT 3aTPYAHEHNI B MOCTAHOB-
Ke gvarHosa. CnepyeT NOMHUTb, UTO BCE CTEPOVAHbIE COe-
OVIHEHUS VIMEIOT CXOXKYI0 XMMMWYECKYI0 CTPYKTYpy, UTo 00-
YCNaBANBAET 3HAUUTENIbHBIN MEPEKPECT MEXIY HUMU Npu
onpeaeneHnn Nx KOHLEHTPaUUM MMMYyHOGEPMEHTHBIM UK
pagvioVIMMYHONIOTMYECKMM MeTofoM. B HacTosee Bpems
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MaKCMManbHOW MHGOPMATUBHOCTbIO ObGNajaeT MmeTton
MySIbTUCTEPOUAHONO aHanm3a C NpeAwecTBYOWUM pa3fe-
NEHMEM BCEX CTePOMJOB C NMOMOLLbI XpomaTorpadum mnm
Macc- cnekTpomeTpuu. Mpu Ncnonb3oBaHUM aHHOFO MeTo-
[la MOXHO He TONIbKO OnpeaenuTb TOUHYIO KOHLEHTPALMIO
CTepougHbIX COEAUHEHUA, HO U OLEHUTb COOTHOLLEHUE
npeaLwecTBEHHNKOB 1 NPOAYKTOB Pa3fiMUYHbIX pepMEHTOB.
B Tabnuue 1 npepdcTaBfieHbl KIMHUYECKME OCOOGEHHOCTU
1 rOpMOHanbHble MapKepbl Kaxaon us ¢opm BAKH.

2.1 Xano6bl n aHaMHe3

Mpwu knaccnyeckux dopmax 3aboneBaHna fe6IOT KIUHNK-
YeCKOWM KapTWHbI, Kak MpaBuio, MPONCXOAMT B HEOHaTallb-
Hbll NeproA B BMAE HEMpPaBUIbHOIMO CTPOEHNA HaPY>KHbIX
reHUTanMn N ConbTepALEero cuHapoma. McknueHme co-
CTaBNSAOT runepToHnyeckme ¢popmbl BOKH, npu koTopbix
NOBbILLIEHNE apTepuanbHOro AaBfieHNs, Kak NpaBuio, Hauu-
HaeTcA B paHHeM [ieTCTBe.

Mpu Heknaccuueckux (cteptbix) ¢opmax BAKH knuHu-
yeckre NPOoABMIEHNA MOTYT AebTMPOBaTh Kak B nepuoge
LETCTBA, TaK U B NybepTaTHOM BO3pacTe, a MHOTAA AMarHo3
yCTaHaBNMBAETCA YXKe BO B3POC/IOM COCTOAHNN.

« PekomeHpyeTca Bcem ieTAM C HenpaBWIIbHbIM CTPO-
€HMeM HapyHbIX NMOJIOBbIX OPraHOB WM C HECOOTBETCTBY-
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€M Hapy>HbIX MOMOBbIX OPraHOB KapuoTUMNy WCKNoYaTb
BPOXKAEHHYIO AMCPYHKLMIO KOPbl HAAMoYeuYHKoB [17-19].

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTUN AA0Ka3aTenbCcTB — 5).

« PekomeHpgyeTca Bcem feTAM C HenpaBWibHbIM CTPO-
€HMEeM Hapy>HbIX MOJIOBbIX OPraHOB YTOUHATb pe3ynbTaThl
HEOHATaNlbHOrO0 CKPWHWHIA C uenbko ucknwouveHna BOKH
[17,20].

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTU AOKa3aTeNnbCcTB — 5)

« PekomeHpgyeTca Bcem feTAM C MPU3HaAKaMU NpeXaeB-
peMeHHOro agpeHapxe (MONOBOe OBONOCEHNWE, BO3HMKLIEE
[0 8 net y geBouek unm go 9 net y ManbunkoB) NpoBOAUTb
OVArHoCTUKY NSl UCKITIOYEHUs BPOXKAEHHOW ANCOYHKUUN
KOpbl HagnoyeyHnKos [15].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTU AOKa3aTeNnbCcTB — 4)

« PekomeHpyeTca BceM eBOYKaM C MPU3HaKaMu ru-
nepaHgporeHnn (rmpcyTusm, YMNopHas yrpeBas CbiMb,
yBeNuuyeHne KImtopa) NpoBOAUTb AMArHOCTUKY ONA UC-
KNoUeHUs BPOXKAEHHON ANCHYHKLUN KOPbI HALMOYEeYH M-
KoB [21, 22].

YpoBeHb y6egutenbHocTn pekomeHpauwii B (ypo-
BeHb JOCTOBEPHOCTU AOKa3aTeNnbCTB — 2)

Ta6nuua 1. KNMHMKO-ropMOHasibHble XapaKTePUCTUKM pa3nnyHbix dopm BOKH.

KnuHnyeckas KapTuHa
46XY 46XX .
fopmoHanbHbIN
®opma BAKH reH MK | NC | Cunppom note- | CrpoeHne renn- | CrpoeHune reHn- P MapKep
pu conn/AT Tanui/ nono- Tanui/ nono-
BOe pasBMTME | BOe pasBuTUe
HedexT
StAR npotemHa STAR CuHgpom MeHckoe/ XeHckoe /
(nMnowngHasn l l HeT
8pi1.2 norepwu conu rmnoroHagnsm rmnoroHagmnsm
runepnnasus
HaAMOYEYHUKOB)
Hedwnumnt
11a-rmpgpokcu- CYP11A1 CuHgpom MeHckoe/ »KeHcKoe /
! ! HeT
nasbl (aepuuynt 15923-q24 noTtepu conu rMNoOroHagM3M | rMnoroHagusm
20,22-pecmonasbl)
MpomexyTou-
Redexr CYP17 Hoe, bnuxe XeHckoe/ Aesoxan
17 a-rngpokcmna- i L Al KOPTUKOCTEPOH,
10924.3 K XeHckomy/ rMnoroHagunsm
3bl/17,20-nnasbl KOPTUKOCTEPOH
rMNOroHagu3m
Hedekr MpomexyTou- MpomexyTouHoe A5-cTtepougpi:
3B-rugpokcucte- | HSD3B2 l l CuHgpom Hoe C aHApo- BrKe K NPEerHeHosoH,
povgaervgpore- | 1p13.1 noTtepu conm reHusaymen 170H-nperHeHo-
MeHCKoMy
Ha3bl B nybepTate noH, AMA
Hedounuut CYP21A2 | nnn CnHgpom
21-rmgpokcmnasbl |6p21.3 HOpMa 1 notepwu conu/N MyMcKoe npomexyTouroe | 170HP
Hedunuyut CYP11B1 11-00K,
11B-rnppoKcu- 8a21 1 T | Al MYy>KCKoe npomexytoyHoe | 11-ge3okcu-
nasbl q KOPTUKOCTEPOH
170HP,
Reuup POR L nnm |l |Het MPOMeXyTOUHOE | MpoMeyTOUHOe | | hor o1 ePOH:
okcugopegnykTasbl | 7q11.2 HOpMa P Y P Y 170H-nperHeHo
NOH
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2.2 OusukKanbHoe ob6cnegoBaHMne

®u3srKanbHoe obcnefgoBaHNE HOBOPOXKAEHHbIX B Mep-
BYIO OUepefb NoAPa3yMEBAET OLLEHKY CTPOEHUS HaPY»KHbIX
reHUTanMin no wkane lNpagepa u BbiABNEHUE MPU3HAKOB
CONMbTEPAIOLLENO CUHAPOMA: OOE3BOXKUBAHMWE, CHUXKEHUE
BECa, CPbIrMBaHUs, yrnopHasa pBoTa.

OcMOTp fieTen JOMKeH BKOYaTb B ce6s OLEHKY 06LLero
COCTOAIHUSA, MOJIOBOFO CTaTyca W aHanu3 aHTPONoOMeTpuye-
CKUX [JaHHbIX (M3MepeHre pocTa 1 Macchbl Tena C OLEHKON
CTaHAAPTHbIX OTKIIOHEHUI OT NONYNALMOHHBIX HOPM).

» PekomeHpyeTca BCeM HOBOPOXAEHHbIM C HEMpPaBuIib-
HbIM CTPOEHMEM HAPYXHbIX MOJIOBbIX OPraHOB MPOBOAWTb
OLeHKY CTPOeHMA reHmMTanun no wkane lNpagepa ¢ uenbio
OLIEHKM CTEMEHN BUPWAM3ALIMN NOJSIOBbIX OpraHoB [4, 16, 23].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM fOKa3aTeNbCTB — 5)

Kommenmapuu: wkana Mpadepa npedcmassieHa 8 npu-
noxeHuu (PucyHok 3).

» PekomeHpyeTcs BCeM HOBOPOXAEHHbIM C HEMpPaBuIib-
HbIM CTPOEHMEM HAPYXHbIX MOJIOBbIX OPraHOB MPOBOAWTb
OLIEHKY 0bL1ero coCTosiHMSA, LBETA KOXHbIX MOKPOBOB, CO-
CTOSAHMA Typropa TKaHel, ypOBHA apTepuanbHOro AaByieHus
1 IVHaMUKY BECA A4J1 CBOEBPEMEHHOTO BbISIBIEHMSA MPU3HA-
KOB conbTepsAtoLero cuHagpoma [4, 10, 23, 24].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM fOKa3aTeNbCTB — 5)

KommeHmapuu: kiauHudeckue nposesieHuUs CUHOpoOMa
nomepu conu 8 8ude cpbi2usaHuli, nomepu 8ecd, XUO0K020
cmysna, CHUXeHUs apmepuasnsHo20 0defieHuUs U NPU3HAKO8
3KCUKO03a 803HUKarom dawje Ha 10—20 OeHb XU3HU, HO Mo2ym
HA61100aMbCA U 3HAYUMENIbHO paHbWe. I1eKmposiumHole
U3MeHeHUs 8 sude 2unepKaaueMmuu U 2unoHampuemMuu 8blsg-
J1AI0Mcs ewje Ha OOKJIUHUYeCKoU cmaouu u Moz2ym (uKcupo-
8aMbCS 8 NEPBbIe OHU XKU3HU.

KommeHmapuu aemopo8: ymepeHHble 371eKkmposiumHble
HapyweHus Mo2ym omme4amscs Y HOBOPOXOEHHbIX C K/IacCu-
yeckUMU hopmamu 8pox0eHHOU OucgyHKyuel Kopul Haono-
UEYHUKOB C Nepabix OHel XU3HU. BolpaxeHHas 2unoHampuemus
(Hampui <130 Mmosnb/n) u 2unepkanuemus (kaaud >6 MMOIb/N)
006bI4HO HABIOOAOMCA HAa 8Mopol Hedeste XU3HU [25].

» PekomeHpayeTca BceM AeTAM C NPU3HAKaMV NPEXeB-
pEMEHHOTO afpeHapxe (MosIoBoe OBOJIOCEHUE, BO3HMKILEE
[0 8 neT y feBoYeK unv oo 9 neT y MasibuMKoB) NPOBOAMTb
aHTPOMOMETpUYECKNe KCCNeloBaHNA (M3MepeHue pocTa
M MaccCbl Tefla) C OLEHKON CTaHAAPTHbIX OTKIOHEHWI OT No-
NYNALMOHHBIX HOPM C LiefIbl0 PaHHEro BbISIBIEHUS KIUHN-
YeCKMX NPU3HAKOB BPOXKAEHHOW ANCOYHKLUMM KOPbI HAaAMo-
yeyHunkos [15].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM OKa3aTeNbCTB — 4)

KommeHmapuu: o00HOU U3 omuYumesnbHsIx yYepm
8p0x0eHHOU OUCyHKUYUU KOpbl HAONOYe4YHUKO8 om uouond-
muyecko20 npexoespeMeHH020 adpeHapxe A8/19emcs YCKo-
peHue pocma 6osee 2 SD u onepexeHue KOCMHO20 803pdcma
6osee 4em Ha 2 2000 0M NACNOPMHOZ0.

» PekomeHpayeTcA BceM JeTAM C NPU3HAKaMV NPEeXeB-
pEMEHHOTO afpeHapxe (MosIoBoe OBOJIOCEHUE, BO3HMKILEE
[0 8 neTy feBoYEK 1 9 NET Yy MaNbUMKOB) MPOBOAUTb OLIEHKY
no wkane TaHHEp C Uenbio onpepeNieHnsa CTaanm rnosoBoro
pa3sutna [15].

YpoBeHb y6egutenbHocTu pekomeHpauuin C (ypo-
BeHb A0CTOBEPHOCTU fAOKa3aTenbCTB — 4)
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KINMMHWYECKME PEKOMEHAALINNA

KommeHmapuu: duccoyuayus mexody cmaduel nosioso-
20 pazgumus u 0onybepmamHsiM pasmepom AuHeK Moxem
csudemesibCMeOB8AMb 8 NOJIb3y U3bbIMKA AHOPO2EHO8 HAo-
NOYEeYHUKOB020 2eHe3d.

2.3 Jla6opaTopHble AMArHocTUYeckKune ncciefoBaHna

2.3.1. JuaeHocmuka decpuyuma 2 1-2udpoKcuiasel

8 PAMKAX HEOHAMAJIbHO20 CKPUHUH2A

« PekomeHAyeTcA BCEM HOBOPOXKAEHHBIM NPOBEAEHNE
TOTAJIbBHOrO HEOHATaNIbHOMO CKPUHWHIA C onpepesieHrem
17-rmgpoKcunporectepoHa  creumanbHbiMU - Habopamuy,
CTaHOAPTV3UPOBAHHBIMUA AN HEOHATaSIbHOrO CKPUHMHIA,
AnA UcknoveHna gedurumTa 21-rmgpokcnnassl [11, 26-29].

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTenbCTB — 4)

Kommenmapuu: 8 Poccuu HeoHamasneHuil CKpUHUHZ
nposodumcs ¢ cepeduHsl 2006 2., ymo npusesio bosee yem
K 08YKDAMHOMY y8e/ludeHuI0 8blA8/1aeMocmu OdHHO20 3a-
6onesaHus. [lepgoHayanbHO npoyedypa CKpUuHUH2d Npeodyc-
mampugasna 3abop Kposu y OOHOWEHHbIX HOBOPOXOEHHbIX
Ha 4-e CymKU XU3HU, y HeOOHOWeHHbIX — Ha 7-10-e cymKu,
¢ nocnedyrowum onpedeneHuem ypogHa 17-OHP ¢ ucnone-
3080HUEM Cheyuaau3upoBaHHbIX mecm-cucmem. B 2023 a.
6bI/1U 8BHECeHbl U3MeHeHUs 8 NPpo2pammy: 019 HEOHAMAsIbHO-
20 U pacupeHH020 HeOHAMAsIbHO20 CKPUHUH2A HA 8POXOeH-
Hele U (unu) HacnedcmeeHHble 3abos1iesaHus 06pasyvl Kposu
U3 NAMKU HOBOPOXOeHHO20 bepym yepe3 3 yaca nocsie KopM-
JleHus 8 8o3pacme 24—48 4acos y 0OHOWeHHbIX U Ha 7-e cym-
Ku (144-168 yacos) xu3Hu y HeOOHOWeHHbIX Oemed.

Mopozossie 3Ha4YeHuUA 3asucam om MAcCbl mesia npu po-
XO0eHuU u ycmasasnusaromca omoesieHo 0514 Kaxool nabo-
pamopuu [11]. [lpu nonoxumesnsHOM pe3ysibmame nepgauy-
HO20 CKpUHUH2a UHGOPpMAYUs HaNPAasiaemcs 8 NOSIUKUHUKY
no mecmy xumesbcmea pebeHkd, nocse 4e20 nposooumcs
nosmopHsIli 3a60p Kposu 0J15 pemecmupoB8aHuUs.

Mo OaHHbIM nUMepamypsl, y HeOOHOWEHHbIX HOBOPO-
XKOeHHbIx 6osiee uHopMmamueHoU cuumaemcs 2padayus ou-
azHocmuyeckux yposHel 17-OHP ¢ yyuemom 2ecmayuoHH020
803pacma, a He Maccel meJsia npu poxoexuu [30].

+ PekomeHpyeTcs nauveHTam C MOJIOXKUTENbHbIMM
pe3ynbTaTtamMmy MepBOro 3Tarna HEOHATaNlbHOMO CKPWHWH-
ra Ha BPOXAEHHYI0 AMCPYHKLMIO KOpbl HaAMOYEUYHUKOB
Ha BTOPOM 3Tane (peTecTMpoBaHWE) BbINOMHATL onpefe-
neHne ypoBHa 17-OHP (B03.032.001). Mpwn Hanuuuun Tex-
HUYECKOW BO3MOXHOCTM MPefnoYTUTENIbHO KCMOJb30BaTh
KOMMJIEKCHOe onpefeNieHrie KOHUEHTpauum CTepouaHbIX
rOPMOHOB METOZIOM TaHAEMHOW MacC-CNeKTPOMETPUN C Mo-
cnefyolWmmM pacyéToM COOTHOLIEHUs CTepouaoB (cymma
17-OHP n 21-pe30KcnkopTn3ona)/kopTn3on. Takon Noaxop,
NMO3BOMISIET MOBLICUTL CreLndUUHOCTL BepudUuKauumn ama-
rHO3a 1 CHU3UTb YNCIIO JTO>KHOMOJOXKUTESIbHBIX PE3YNbTaToB
NepBUYHOIrO CKPUHUHTA [31-35].

YpoBeHb y6egutenbHocT pekomeHpaumii B (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTeNbCTB — 3)

KommeHmapuu: nonoxumernbHas npeockazamesbHas
UeHHOCMb Nepeozo 3mMand HEOHAMAsbHO20 CKPUHUH2d CO-
cmassisem om 1 00 5%, m. e. cpedu 8cex NOIOKUMESbHbIX
pe3ysnibmamos mosibko om 100 5 0emedi u3 100 nosnoxumersno-
HbIx 06pa3yoes deticmeumesnbHo umerom BLJKH, 8 ocmanebHbix
CJIyHasx 3mo JIOXHONOJIOXUMESIbHbIe pe3yibmamel. Ydumesi-
8as 6osbUWIUE IKOHOMUYeCKUe U SMOUYUOHA/IbHbIE 3ampamei,
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8 C8A3U C BO/ILWUM KO/IUHECMBOM JIOXKHONOIOXUME TbHbIX
cydaes 6710 NPedIoXeHo NPOBOOUMb NOBMOPHOE Mecmu-
po8aHue ¢ ucnosb308aHueM MAaHOeMHOU Macc-cnekmpome-
mpuu (TMC). Mo 0aHHbIM HeMeUKUX aemopos, UCNo/Ib308dHUe
TMC u onpedeneHue pacuemHo20 nokasamesis (Cymma ypos-
Hel 170H-npoeecmepoHa u 21-0e30kcukopmu3osa, OesieH-
HAA HA YposeHb KOpMU30/1d) nNogsiidem NoJ0XKUMesIbHYI0
npedckaszamesbHylo yeHHocmob 0o 100% [36]. ¥ demel 6e3
decpuyuma 21-2udpokcunasel 0aHHoe coomHoweHue <0,07,
Hanpomus, y demel ¢ decpuyumom 21-2udpokcusnasst >0,53.
Momumo seisisneHus degpuyuma 21-2udpokcunassi, TMC no-
380/19em duazHocmuposame u peokue gpopmoi BKH [37].

+ PekomeHpyeTca npriem (OCMOTpP, KOHCYNbTaLmA) Bpa-
Ua-eTCKOro HAOKPUHONOra BCEM HOBOPOXKAEHHbBIM C MO-
NOXUTENbHBIM PE3Y/IbTaTOM PETECTUPOBAHUA MO [AaHHbIM
HeoHaTafIbHOrO CKPVHMHIA 1 JETAM C HEMPABWUJIbHbIM CTPO-
€HVIEM HAPYHbIX MOJIOBbIX OPraHOB 1 MONIOKUTENbHbIM pe-
3yfibTaTam NMEPBOro 3Tana CKPUHWHIA AJ1A PeLLEHWS BOMPO-
ca 0 Ha3sHauyeHun Tepanun [20].

YpoBeHb y6egutenbHocTu pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM fO0Ka3aTeNbCTB — 5)

KommeHmapuu: yyumei8as 803MOXHOCMb JIOXHONO-
JIOXUMESIbHbIX Pe3y/ibmamos HEOHAMAIbHO20 CKPUHUH2G,
a makxe mom (pakm, Ymo HeoHAMaAsbHbIU CKPUHUHZ2 NO-
380/19em 8bIA8UMb HebObWOU npoyeHM Oemel C Hekadc-
cuyeckol ¢popmol Oepuyuma 21-2u0poKcuIa3el, KOMOPbIM
He mpebyemcs HA3Ha4YeHue sieyeHus, scem 0emsam C NOJIo-
XKUMeJIbHbIM  pe3ysibmamom  HeoHAMAabHO20 CKPUHUH-
2a HeobxoO0uM ocMomp 8paqa-0emcko20 3HOOKPUHO/O02a.
HenpasunsHoe cmpoeHue HAapyXHbIX NOJI08bIX OpP2aHO8
8 COYEMAHUU C NOJIOXUMEsIbHbIM Pe3y/IbmamomM CKPUHUH-
20 00HO3HAYHO N0380J1Aem yCMAHOBUMb OUAZHO3 Y 0e8oYeK
U HA3Ha4Yume mepanur. B mo xe spems ecem manbyukam
U 0e80YKAaM C NPABUJsIbHBIM CMPOeHUeM HAPyXHbIX 2eHUma-
Jul moxem nompebosamscsa donosiHUMesbHoe 06¢s1ed008a-
Hue.

- PekomeHpAyeTcA nCCiefoBaHMeE 31EKTPOJSINTOB KPOBU
(uccnepoBaHMe YPOBHA HaTpUsi B KPOBU, MCCIefoBaHue
YPOBHSA Kanusa B KPOBM) BCEM AETAM C MOJIOXKUTENbHbIM
pe3ynbTaTOM HEOHATaslbHOr0 CKPUHWMHIa Ajii BO3MOXHO-
ro BbIIBNEHUA conbTepsolen ¢opmMbl 3aboneanHns [31,
38-41].

YpoBeHb y6egutenbHocTu pekomeHpauuin C (ypo-
BeHb AOCTOBEPHOCTN AOKa3aTeNnbCTB — 5)

KommeHmapuu: svisigrieHue 2unoHampuemuu 8 coyema-
HUU ¢ 2unepkanuemueli No38osisem 3ano0o3pume Cosbme-
paowyro ¢opmy degpuyuma 2 1-eudpokcusnassl. Heobxooumo
ommemume, Ymo 0OHOU U3 yesieli HeOHAMAsibHO20 CKPUHUH-
2a Agnsemca oudzHocmuka 3abonegaHus 00 pazeumus Kiu-
Huyeckol KapmuHbl CO/lbMepsAowe20 CUHOPOMAd, Komopas
Kak npasusio 0ebromupyem Ha 2—3 Hedesisax Xu3Hu. K momeH-
my noJstyyeHuUs pesynemamos ckpuHuHaad (10-14 cymku xus-
Hu pebeHKa) 0axxe Npu 0OMCymcmaeuU KJUHU4YecKoU KapmuHel
CUHOpPOMA nomepu COU y NAYUeHMA yxe UMeomcs 3J1eK-
MposIUMHble HapyweHUsl.

KommeHmapuu asmopos: Hecmomps Ha mo, Ymo Oe-
¢hekm 6uocuHmMmesa anabOOCMEPOHA KAUHUYECKU NpOsAesis-
emcsa moJibko npu conlemepsaujel hopme, CyOKIUHUYECKUU
degpuyum anb00CMepoHa npucymcmayem npu scex hopmax
Odepuyuma 21-2u0pOKCUNIa3bl. YMepeHHble 3/1eKmposiumHsle
HapyweHusa mo2ym Hab1100amecs 8 paHHeM HeOHaAMasibHOM
nepuode u y demeli ¢ supusbHoU popmoti BKH [42].
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+ PekomeHayeTtca npoBefeHe MOJIEKYNAPHO-TEeHeTU-
YeCcKuUx NccneoBaHnii aNiA yTouHeHus Gopmbl 3a6onieBaHUs
U TEHETNYECKOTO KOHCYIbTUPOBaHUs CEMbY NMpY Heobxoau-
mocTtu [12,43-45].

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTenbCTB — 4)

KommeHnmapuu: npu nozpaHuyHbix 3HadeHusax 170HP
(«cepas 30HA») 8 PAMKAX HEOHAMAJILHO20 CKPUHUH2d U Npu
nocnedyroujem 20pMOHATbHOM 06¢/1e008aHUU NO OAHHbIM
3apybexHol numepamypsi pekoMeHOyemca nposooums
cmumynupyrouulid mecm ¢ npenapamamu u3 ATX-epynnei
AKTI (HO1AA), ymo a8ngemcs «30/10mMbiM CMAaHoapmom»
ouazHocmuku B/JKH. lpu comHumenvHbix pe3ynemamax
npob6bl UU HeBO3MOXHOCMU ee NposedeHUs peKoMeHOO-
8AHO MOJIeKy/IApHO-2eHemu4eckoe ucc/ie0o8dHuUe 2eHa
CYP21A2.

Hecekm 21-2udpokcunasel 06ycsoeneH MHO204YUC/IEH-
HeimMu mymayuamu 2eHa CYP21A2, kooupytowe2o 0aHHbIU
amom ¢epmeHm. [eH pacnosoxeH HA KOPOMKOM nijede
6-U XpOMOCOMbI pAOOM C 2/18HbIM KOMNJIEKCOM 2UCMOCO-
smecmumocmu (HLA). B HenocpedcmeeHHoU 61u3ocmu
c2eHom CYP21A2 pacnonoxeH ncegdozeH CYP21P. Smu 2eHbl
8bICOKO20MOJI02UYHbI, OOHAKO, y4acmeyem 8 mpaHcKpun-
yuu 21-e2udpokcunasel moneko CYP21A2, umetowuli 8 cgoeli
cmpykmype 10 mpaHckpubupyemsix 3K30HO8 U 9 UHMPpO-
Hos, a CYP21P sensemcs nces002eHOM, M.K. cooepXxum pso
mymayudi, u3-3a Komopeix Kooupyembili UMU 6€10K NOJTHO-
CMbIo IUWEH AKMUBHOCMU. TaHOeMHas 0p2aHu3ayus 8bico-
KO20MOJ102UYHbIX 2eHO8 co30aem npeonochbisIKU K 4acmbim
pekomMbuHayuam mexoy HUMU 8 8ude 3amewjeHus 60/1buwo-
20 ppazmeHma 2eHa CYP21A2 aHano2u4HbiM (hpazmeHmMom
ncesoo2eHa UslU nepeHoca MasnaeHbKux hpazmeHmo8 nces-
002eHa 8 AKMUBHbIU 2eH (2eHHAs KoHgepcus). [10006Hbie
Mymayuu mo2ym npusooums K NOJIHOU WU 4acmuyqHou
nomepe ¢pepmeHmamusHoU akmugHocmu 2 1-2udpokcuna-
3bl. B Hacmoswee spems onucaHel 6011ee mpexcom myma-
yut CYP21A2, npusooaujux Kk Oegpekmy 21-2u0poKcuiasei,
Ho 85% acex cyuaes npuxooumcs Ha 12 yacmeix Mymayud,
nepewedwux u3 ncegdozeHd. Vimeemcsa 2eHomun-gpeHomu-
nuyeckas Koppenayus mexoy 8UOOM Mymayuu u KJauHuUYe-
CKUM 8apudHmMom meueHus 3abosnesaHus [3].

Ha nepsom smane monekynsapHo-2eHemuyeckol OudzHo-
CMuKu pekomeHOyemcs npo8oouMs NOUCK 4acmeix Mymad-
yut 8 2eHe CYP21A2. BeiaseneHue 2omo3uzomHol Mymauyuu
wiu 08yx 2emepo3u20mHbIX Mymayuli no3eossem nocma-
8ume 0uazHo3. lpu obHapyxeHUU 00HOU 2emepo3u2omHoU
Mymauyuu uau npu omcymcmauu 4acmeix Mymayuti npogo-
oumcs nosiHoe cekgeHupogaHue 2eHa CYP21A2 [3].

2.3.2. JuaeHocmuka decpuyuma 2 1-2udpoKcuiasel
8He npoyedypbl HEOHAMA/IbHO20 CKPUHUH2A
- PekomeHayeTca OnA geten, He npowegwmnx npoue-

JYpy HEOHaTaNlbHOro CKPWHWHIa, ANnA NOATBepXKAeHUA/

UCKNoYeHus aeduuuta 21-rugpoKcmnassl ncciegoBaHme

ypOBHA 17-rmpgpoKkcunporectepoHa B KpOBN B yTpeHHee

BpeMmsA B cnegyowmx ciyyanx:

1. Tpwn HenpaBuIbHOM CTPOEHNWN HAPY>KHbIX MOMNOBbIX Op-
raHoB M OTCYTCTBMU NanbnMpyemMbiX roHag Uin KapuoTtu-
ne 46XX;

2. Mpn KNMHMYECKOW KapTMHE CMHAPOMa noTepu Conu
(cpbirMBaHme, HeYKpOTUMasa PBOTa, MOTepsA Beca, pa3Bu-
TNE IKCUKO3a, CHUXKeHne ALl);
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3. MNpwn nosasneHnM NONOBOro OBONIOCEHUA y AeTel Ao 8 neT;
4. Y peBoYeK C CUMNTOMamu runepangporenun [4, 5,10, 15,

16, 23, 31, 46].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM jOKa3aTeNbCTB — 5)

KommeHmapuu: ocHo8HbIM Kpumepuem 20pMOHAIbHOU
ouazHocmuku HedocmamoyHocmu 21-2udpokcusaswl [6.s-
emca nosbiweHue yposHa 17-OHP & ceisopomke kposu. Co-
OepxaHue 17-OHP npu knaccudeckux ¢popmax 3a60s1e8aHus
6onee yem 8 10 pas npesbiuiaem HOPMAamMueHble 0/18 803PAc-
ma pebeHka nokazamersnu.

Kommenmapuu asmopos: npu Heknaccudeckol ¢opme
BAKH o6biyHo ommeyaemca ymepeHHoe nosbiweHue 17-OHP.
Mpu 6a3anvHeix nokazamensax 170HP 6onee 30 HMmosb/n
(10 He/mn), duaeHo3 BLKH cuumaemcs noomeepxoeHHbim [20].

« [p1 NOAO3PEHUN Ha BPOXKAEHHYIO ANCPYHKLMIO KOPbI
HaAMoOYeYHUKOB Liefiecoobpa3HO KOMMEKCHOe onpeaene-
HUe KOHLIeHTpauuy CTEPOUAHbIX FOPMOHOB METOAIOM TaH-
JeMHOW macc-cnekTpomeTpun [47].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM OKa3aTeNbCTB — 5)

KommeHmapuu: ciedyem noMHUMb, YUMo 8ce cmepouo-
Hble COeOUHeHUs UMerom CXOXYI0 XUMUYECKYI0 CmpyKkmypy,
umo obycnasnausaem 3HadumesbHolli nepekpecm Mexoy
HUMU npu onpedesieHUU UX KOHUeHmpayuu. B Hacmosawee
8peMs MAakcumasabHoU UHGHOpMamusHOCMebto obsadaem me-
Mmoo MysibmucmepoudHo20 aHAAU3d C npeowecmsyioujum
pasoesieHueM 8cex Cmepoudos C NOMOWbIO XpoMamozpaguu
unu macc-cnekmpomempuu. lpu ucnosb308aHUU OAHHO20
Memo0a MOXHO He MOJIbKO onpedesiums MOYHYI KOHUeH-
mpayuto cmepoudHsix coedUHeHUU, HO U OYeHUMb COOMHO-
weHue npedwecm8eHHUKO8 U NPOOYyKMo8 pasuyHsix ep-
MeHMoa8. BbisigiieHue 8 npobe Kpo8U NOBLILUEHHO20 YPOBHS
21-0e30KCUKOpmu3071a A818emcs cneyuguyeckum Mapke-
pom Oechuyuma 2 1-2udpoKcuIasel.

» PekomeHpyeTca feTAM C npexaeBpeMeHHbIM agpe-
Hapxe B COMHUTENbHbBIX Clly4asx NpoBefeHUe MONeKynsp-
HO-reHeTn4Yeckoro nccneposaHua reHa CYP21A2 pna nopa-
TBEepXKAeHWA/ncKNoueHns peduunta 21-rupgpokcunasbl
[1,5,10, 21, 44].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM fOKa3aTeNbCTB — 4)

KommeHmapuu: Ha nepsom 3mane ocyujecmensemcs
nouck yacmeix mymauyuti 8 2eHe CYP21A2. BoiseneHue 2omo-
3U20MHOU Mymauyuu uau 08yx 2emepo3u2omHbix Mymayuti
no3gossem nocmasums 0uazHo3. [Ipu obHapyxeHuUU 00HoOU
2emepo3u2omHol  Mymayuu uau npu omcymcmeuu 4a-
Cmbix Mymayuli nposooumMcs NOJIHOe CeKBeHUPOBAHUe 2eHA
CYP21A2.

» PekomeHpyeTca feTAM C nNpexaeBpeMeHHbIM agpe-
Hapxe 1 ObICTPO MpOrpeccupylolein BUpUIM3aLmen ans
anddepeHLManbHOM AUArHOCTUKN BPOXKAEHHOW ANCHYHK-
LUUKU KOPbl HAAMOYEYHUKOB 1 TOPMOHAJSIbHO aKTUBHbIX 00-
pa3oBaHWIi HAAMOYEYHUKOB NpoBefeHe Npobbl C AeKca-
MeTa3zoHom** [31].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM fOKa3aTeNbCTB — 5)

KommeHmapuu: npu 8poxoeHHOU OuchyHKYUU Kopbl
HAONOYe4YHUKOB 8bICOKUEe 003bl 0eKCamemasoHa** npusooam
K 3HAYUMOMY CHUXXEHUIO YPOBHSA aHOPO2eHO8, M020a KAk npu
aHOpozeHNpodyyupyoweli onyxoau yposeHb aHOPO2eHO8
He MeHAemcs Ha (hoHe ssedeHuUs OekcamemasoHa**, [lpomo-
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KINMMHWYECKME PEKOMEHAALINNA

KOJ1 npogedeHUs Npobbl udeHMuYeH Masaoli 0ekcamemdasoHo-
8ol npobe, ucnonbzyemol npu OUAzHOCMUKe 2unepKopmu-
yusma: 0o npobwl bepemcsa aHanu3 Kposu 01 onpeodesieHus
aHOpozeHo8 (uccnedosaHue yposHs 17-2ud0pokcunpozecme-
pOHa, 0e2udpo3nuaHOpocmepoHa cynegpamad, obuwjezo me-
CMOCMepPOoHA 8 KPo8u) U KOpmu30/1d, 3amem 8 meydeHue 2 cy-
Mok npuHumaemcs oekcamemasoH** 8 003e no 0,5 M2 x4 paza
8 Cymku (4 me Ha npoby) u Ha mpemul 0eHb ympom bepemcs
aHAIU3 KpoBU HA COOep)xaHue aHOpo2eHo8 (uccredosaHue
ypo8Ha 17-2u0poKcunpozecmepoHa, 0e2udpo3nudaHopocme-
pOHa cynbhama, obujezo mecmocmepoHa 8 Kposu) u uccsie-
0osaHue ypo8Hs KOPMU301a KPOBU.

- PekomeHpayeTca Bcem getaAm cTapuie 3 mecAues C Mno-
fo3peHnem Ha geduunT 21-rugpoKcmnasbl Uam C yCTaHOB-
NEHHbIM AuarHosom peduumta 21-rmgpokcmnasel onpe-
[eneHne PEeHUHOBOW aKTMBHOCTM Mjla3Mbl KPOBU WU
uccnefoBaHUe YPOBHSA PEHVHA B KPOBY A1 NOATBEPXKAe-
HUA/UCKNOYeHMA  geduuuta  MUHEPaNoKOPTUKOWULOB
[42, 48, 49].

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTenbCTB — 4)

2.3.3 JuazHocmuka peokux ¢popm 8p0OXK0eHHOU

OuCyHKYUU KOpbl HAONOYEYHUKO8

« PekomeHAayeTcA NPoOBOANTL LUTOTEHETMUECKOE UC-
cnefoBaHue (KapuoTun) y BCeX HOBOPOXAEHHbIX C Hemnpa-
BMJIbHBIM CTPOEHUEM HAPYXHbIX FEHUTANMIA C Lenblo Bbl-
ABNEHNA HECOOTBETCTBUM CTPOEHUS HAPY>KHbIX MOSOBbIX
opraHoB KapuoTuny [19, 50].

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTeNbCTB — 5)

Kommenmapuu: 0ns nunoudHol eunepniasuu  Kopel
Haonoyve4yHukos, 0718 Oegpuyuma 11a- 2udpokcunasel, OIS
depuyuma 17a-2udpokcunasel, degpuyuma 38-2udpokcucme-
poou- Oe2udpozeHassl U 07151 dehuyuma oKkcuoopedyKmaswl xa-
pPAKmMepHO HenpdagusibHOe UJTU XXeHCKOe CmpoeHUe HapyKHbIX
2eHUmManuu npu kapuomune 46 XY, u Haobopom 0514 degpuyu-
ma 118-2udpoKcusasel XapakmepHO HenpasusibHoe CmpoeHue
Hapy>HbIX NOJI08bIX OP2AHO8 Npu Kapuomune 46XX, 0na Oeghu-
yuma 3s-2udpokcucmepoudde2udpozeHassl U 051a Oepuyuma
okcudopedykmassl npu kapuomune 46XX 803MoxHa Hebos1b-
wias supuIuU3ayUA Hapy>kHulX NOJI08bIX OP2AHO8.

« PekomeHgyeTca Npy HanMunmM BO3MOXHOCTM NpPOBe-
[eHVe KOMMJIEKCHOTO onpefesnieHnsa KOHLEeHTpaumuy cTepo-
WAHbIX TOPMOHOB METOLOM TaHAEMHOW Macc-CreKTpome-
TPUM Y HOBOPOXAEHHbIX NPW HECOOTBETCTBUMN CTPOEHUSA
HapYy>XHbIX MOJIOBbIX OPraHOB KAapUOTMNY C Liefibio BbiABe-
HUA BPOXKAEHHON ANCOYHKLMM KOPbl HaanoveyHnKoB [50].

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTeNbCTB — 5)

KommeHmapuu: nposedeHue  MysbmucmepouoHo20
aHanusa y demel ¢ HapyweHuem (opMUpOBAHUA NOJA No-
380/15em OuAzHOCMUPOBAMb 8Ce KJidccudeckue 8apuaHmel
HapyweHul cmepoudozeHesad. [na kaxool ¢opmel BIKH
XapakmepHO NosbleHUe onpedesieHHbIX CMepoudos, KOmo-
pble yka3aHel 8 mabauye 1.

« PekomeHgyeTca nccnefoBaHNe SN1EKTPOSIUTOB KPOBM
(nccnepgoBaHMe ypOBHA HATpUs B KPOBW, MCCiefoBaHme
YPOBHSA Kanns B KPOBU) Y HOBOPOXKAEHHbIX NMPU HECOOTBET-
CTBMM CTPOEHMA HAPY>KHbIX MOSIOBbIX OPraHOB KapuoTumny
C LeNbio BbIABNIEHUS MUHEPaNoKOPTMKOUAHOW HefjocCTa-
TOYHOCTU [23, 24].
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YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM fOKa3aTeNbCTB — 5)

KommeHmapuu: pazsumue consmepsiowe2o CUHOpoma
y HOBOPOXOEHHbIX MOXem Npu8ecmu K msxessiM nocsieo-
cmeusm 8nsiome 00 J1emasbHO20 UCX00d, NO3MOMY 8Cem
HOBOPOXOEHHbIM C HeNPABUJIbHbIM CMPOEHUEM NOJI08bIX Op-
20HOB, NPUYUHOU Ye20 Mo2ym 6bimb pedkue (hopMbl BPOXKOeEH-
HoU OucyHKYUU KOpbl HAONOYEYHUKO8, He0bX00UMO uccie-
008ame yposeHb Kasnus u Hampus 8 Kposu. lunepkanuemus
8 coyemaHuu C 2unoHampuemuel ABAAOMCA NPU3HAKAMU
Odehuyuma MUHepasIoKopMuKoudo8 u mpebyom HemeosieH-
HO20 Ha3Ha4yeHUs mepanuu.

» PekomeHgyeTca uccreioBaHue ypOBHA afpEHOKOpP-
TUKOTPOMHOIO FOPMOHA B KPOBM, UCC/IeJOBaHUE YPOBHA
obLlero KopTr3ona B KpOBW, MCCIIefOBaHNE YPOBHA pe-
HUHa B KPOBU UMW onpefeneHne PeHNHOBOWM aKTMBHOCTU
nnasmbl KPOBW, WUCC/IefOBaHME YPOBHA anbAoCTepPOHa
B KPOBU Y HOBOPOXKAEHHbIX C HECOOTBETCTBMEM CTPOEHNSA
HapYy>XHbIX MOJIOBbIX OPraHOB KaproTuny Ajis NoATBepKAe-
HUA/VCKNIOYEHNA BPOXAEHHOW AUCPYHKUMN KOPbl HaaMo-
yeyHukos [19, 50].

YpoBeHb y6egutenbHocTu pekomeHpauuin C (ypo-
BeHb AOCTOBEPHOCTU AOKa3aTenbCTB — 5)

Kommenmapuu: nossiweHue yposHsa AKTI y Hosopo-
XKOEHHO20 C HEenpasusibHbIM CMPOEHUeM HAPYXHbIX 2eHU-
manut no3eosisem duazHOCMuUpo8ame OOUH U3 8dPUAHMO8
8pOX0eHHOU OUCPYHKYUU KOpbl HAONO4YeyHUKos. [losbilue-
HUe YpOBHA PeHUHA KPOBU 8 COYeMAHUU C HU3KUM YpOBHeM
anv0ocmepoHa ommeyaiomcs npu ¢popmax BAKH, npomeka-
fowux ¢ Oepuyumom MUHepaaoKoOpmMuUKouoos (UNOUOHas
eunepnsiasus Ha0no4YeyHuKkos, depuyum 11a-2udpokcunasel
(Oepuyum 20,22-0ecmonasei), decpuyum 3 8-2U0poKcUCMepo-
uoOe2u0pozeHasbl).

+ PekomeHAyeTcA unccnefoBaHve LWUPOKOIO CheK-
Tpa cTeponaoB (MccnefoBaHWe YPOBHA aHAPOCTEHAMOHA
B KPOBU, UCC/IelOBaHME YPOBHS OOLLEro TectocTepoHa
B KPOBU, UCCJIeIOBaHNE YPOBHA KOPTUKOCTEPOHA B KPOBMY,
nccnenosaHne ypoBHaA 11-0e30KCMKOPTUKOCTEPOHA B KPO-
B, MCCNeoBaHNe ypOBHA oOOLiero Koptm3osa B KpOBU,
uccrnefioBaHue ypoBHSA aNbJOCTEPOHA B KPOBU UM KOM-
nneKcHoe onpegenieHne KOHLEHTpaL MM CTEPOMAHbIX rop-
MOHOB METOAOM TaHAEMHOW MacC-CMeKTPOMEeTpuu) npu
HaNMuUM apTepUaNbHON TMMNEePTEH3UN Yy AEBOYEK C CUM-
NTOMamMu rUNepPaHAPOreHNN UM Yy MasibuyMKoB C CUMMTO-
MaMM JIOKHOTO MpeXXAeBPEMEHHOrO MOJIOBOr0 Pa3BMTUA
anA cknoveHns gedurunta 118-rugpokcunassl [2, 50, 51].

YpoBeHb y6egutenbHocTu pekomeHpauuin C (ypo-
BeHb A0CTOBEPHOCTU AOKa3aTeNnbCTB — 5)

KommeHnmapuu: Hanuvue Hu3KOpeHUHOB0U apmepu-
anbHOU 2unepmeH3uUU 8 COYeMAaHuu ¢ CUMNMOMAamu 2une-
paHOpo2eHUU ABAAIMCA XapakmepHoiMu 0718 Odegpuyuma
118-2u0poKcunasel, Y4mo NoOMaeepx0aemcs 8bICOKUM ypos-
Hem 11-0e30kcukopmus3osa u 11-0e30KCUKOPMUKOCMEPOHA
8 COYeMAHUU C 8bICOKUMU HAONOYEYHUKOBbIMU AHOPO2eHa-
Mmu.

« PekomeHAyeTcA NpoBeeHNE MOJIEKYIIPHO-TEHETU-
Yyeckon AMArHOCTVKM LS MOATBEPXKAEHUA pedknx Gpopm
BPOXAEHHOW AUCPYHKUMN KOPbl HAAMOYEYHUKOB B COM-
HUTENbHbIX CTYYaAX UK C LeNblo CEMENHON reHeTnYeckomn
KoHcynbTauyum [51].

YpoBeHb y6egutenbHocT pekomeHpauuin C (ypo-
BeHb AOCTOBEPHOCTN AOKa3aTeNnbCTB — 5)
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2.4 WHcTpymeHTanbHble ANarHocTnyeckme

nccnenoBaHnA

« PekomeHpayeTca feTAM C NpexaeBpeMeHHbIM afpe-
Hapxe NpoBefdeHMe peHTreHorpadum KACTU AnA onpeje-
NeHnA KOCTHOro Bo3pacTa [52].

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTeNbCTB — 5)

« PekomeHpayeTca OeTAM C NpexxaeBpeMeHHbIM afpe-
Hapxe MpW BblpaXKeHHbIX MpPU3HaKax runepaHgporeHnn
M OGbLICTPO MpPOrpeccupyiolwenn BUPUAN3ALUN C LEeSbio
anddepeHManbHON AUArHOCTUKM MeXOy BPOXAEHHOW
AncoyHKLMEN KOpbl HAAMOYEUYHUKOB M 06 beMHbIMK 06pa-
30BaHVAMU HAAMOYEUYHMKOB MPOBEEeHUe BU3yanv3auum
HaAMOYEYHUKOB C MOMOLLbIO YNIbTPA3BYKOBOIO MCCIe0Ba-
HUA HAaAMOYEYHWKOB, KOMMbIOTEPHON TOMOrpadmm Hagmno-
YEYHVKOB, MarHWTHO-Pe30HaHCHOWN Tomorpadum Hagmno-
yeyHukos [53-55].

YpoBeHb y6egutenbHoctn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTeNbCTB — 5)

- PekomeHayeTcA eBOYKaM NOAPOCTKOBOIO BO3pacTa
C CMMMNTOMaMW runepaHgporeHnn nposegeHue Y3U opra-
HOB MaJioro Tas3a C LUesibio NCKJIIYEHUsi OBapUanbHOro re-
He3a rmnepaHgporeHum [56].

YpoBeHb y6egutenbHoctn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTeNbCTB — 5)

KommeHmapuu: y 0egodek ¢ HapyweHUAMU MeHCMpy-
a/IbHO20 YUKJ/IA HA (hOHE aMeHopeu Moxem onpedensmbcs
YMepeHHO No8blWeHHbIU yposeHs 17-2udpokcunpozecmepo-
Ha. BeiaeneHue Ha Y3U ygenuyeHHbix suyHUKO8 (6onee 12 m)
MOXXem A8/1MbCA 0OHUM U3 c8UOeMesIbCma 8 NOJb3y 08apPU-
asIbHO20 2eHe3d 2unepaHOpo2eHuUU.

KommeHmapuu asmopos: cuHOpoM NOIUKUCMO3HbIX
AUYHUKOB UMEem CXOXYI0 KITUHUYECKYI0 KapmUuHY C Hekidc-
cudeckoli ¢hopmol 8pox0eHHOU OucgyHkyuel Kopsl HAO-
noyeyHukos. Haobopom, y nayueHMoK ¢ 8poX0eHHOU
oucgyHKkyuel Kopbl HAONOYEYHUKOB8, NpeumMyujecmeeHHO
C K/accudeckumu popmamu U npu Heyoossiemsopumerib-
Hol KomneHcayuu 3abos1e8aHus, Moxem opmMuposamscs
CUHOPOM NOJIUKUCMO3HbIX AUYHUKOB8. B namozeHese popmu-
pOBAHUA NOIUKUCMO3HbIX AUYHUKO8 npu BJJKH yuacmeyiom
UHCY/TUHOPe3UCMEeHMHOCMb, OXUpeHue U U3bbimoyHas ce-
Kpeyus aHOpo2eHos [57].

« PekomeHpayeTca nposepeHne Y3W opraHoB mMasnoro
Ta3a M NaxoBbIX KaHANIOB y HOBOPOXAEHHbIX C HEMPaBW/lb-
HbIM VI XXEHCKUM CTPOEHUEM HaPY>KHbIX MOJIOBbIX Opra-
HOB Npu Kapuotune 46XY gnA yTOYHEHUA PacrofioKeHus
Tectukyn [19, 50].

YpoBeHb y6egutenbHoctn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTeNbCTB — 5)

KommeHmapuu: omcymcmeaue Mamku y HOBOPOXOeH-
HO20 ¢ Kapuomunom 46XY npu HenpasusIbHOM USIU XEHCKOM
mune cmpoeHUs HaPyXHbIX 2eHUManuti Moxem Habs100amo-
€A Npu 8pOXOeHHOU OUCYHKUUU KOpbl HAONOYEYHUKO8 (npu
JIUNOUOHOU 2unepnyiasuu Hadno4YeyHUKos, npu deguuyume
11a-eudpokcunaswl, Oecpuyume 17a-2udpokcunasel, oepuyu-
me 38-2udpoKcucmepoudoe2udpo2eHasbl).

2.5 WHble gnarHocTnyeckmne nccnepoBaHns

+ PekomeHpyetcAa npuriem (OCMOTP, KOHCynbTauuA)
Bpava-feTCKOro yposora-aHaponora u/vnm spava-akyLue-
pa-rTMHeKonora gnAa BCeX AeTter C HenpaBWbHbIM CTPO-
€HMEeM HapY>KHbIX MOJIOBbIX OPraHOB MNPV BPOXAEHHOW
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AnchYHKLMM KOPbl HAAMOYEYHVKOB C LieNblo MIaHnpOBa-
HUA XMpPypruyeckon koppekuum [58-61].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM OKa3aTeNbCTB — 5)

3. IEMEHUE, BK/TIOYAA MEAUKAMEHTO3HYIO
WHEMEAUKAMEHTO3HYIO TEPANUU, AUETOTEPANNIO,
OBE3BOJINBAHUE, MEAULUWHCKUE NOKA3AHUA

N NPOTUBONOKA3AHUA K NTPUMEHEHUIO METOL0B
JIEYMEHUA

3.1 KoHcepBaTuBHOE NneyeHune

OcHoBoW Tepanuu npu Bcex popmax BAKH senaetcs
Ha3HauyeHue IMI0KOKOPTUKOUAOB, KOTOPbIE MO3BOMAIOT 3a-
MeCTUTb filepnUNT KOPTM30M1a 1 TEM CaMbIM MOAABUTb M30bI-
TouHyto cekpeumnto AKTT. B pesynbtaTte cCHMKaeTca npoayk-
Uus HaQMOYEYHUKAMM TEX CTEPOULOB, KOTOPbIE B N36bITKE
CUHTE3MPYIOTCA NPU faHHOM depMeHTaTMBHOM BioKe.

» PekomeHgyeTca BCceM [eTAM C YyCTaHOBNEHHbIM Jna-
FHO30M KJIacCMUeckon GpopMbl BPOXKAEHHOWN ANCOYHKLMM
KOpbl HAAMOYEYHMKOB HA3HAYeHUe TrugpPOKOPTU3OHA *
B TabneTmpoBaHHon dopme [20, 62, 63].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM fOKa3aTeNbCTB — 4)

 He pekomeHayeTtca y feTein B nepmog akTUBHOMO
pOoCTa UCMOJIb30BaTb MIOKOKOPTUKOUAbI (NPegHn3010H**,
MeTUNNpPeaHN30NoH**, nekcameTasoH** 1 T.n.) NPONOHIK-
pOBaHHOro gencteus [64, 65].

YpoBeHb y6egutenbHocTu pekomeHpauuin C (ypo-
BeHb AOCTOBEPHOCTU fOKa3aTenbCTB — 4)

Kommenmapuu: cywiecmsylom pasniudHeie MeOUKameH-
mo3Hble npenapamsl, obnadarujue 2/IIOKOKOPMUKOUOHOU
AKMUBHOCMbIO: 2UOPOKOPMU30H**, NpedHU30/10H**, Kopmu-
30H, OekcamemasoH**, CuHmMemuy4eckue 2/1l0KOKOPMUKOUObI
NpoJsIoH2UPOBAHHO20 delicmaus (npedHU30/10H**, dekcamema-
30H**) OKa3bIBAIOM HE2aMUBHOE 8/1USHUE HA NPOYeccsb pocma.
[na demeli ¢ OMKpbIMbIMU 30HAMU pocmd, 0CO6eHHO Mao-
wez0 8o3pacma, Haubosiee oNMUMAsbHbIMU npenapamamu
cnedyem cuumame mabiemupo8aHHsle hopMbl 2UuGPOKOPMU-
30Ha**. [lepgoHauabHAs CymoyHas 003d 2UOPOKOPMU3OHA*¥,
Heobxooumas 0719 nodassieHus u3bbimoyHol cekpeuuu AKTI
y Oemel nepso2o 200a Xu3HU, Moxem docmueamse 20 m2/M>
Y 0emeli cmapwe 200a cymoy4Has 003a 2UOpPOKOpMuU30Ha**
8 cpedHem 0o/mKHA cocmasname 10-15 me/m>2 lNpenapam oa-
emcs mpu pasa 8 Cymku 8 pagHbix 003ax Kaxoble 8 4acos.

KommeHnmapuu aesmopos: B meyeHue nepgbix mecayes
XKU3HU, K020a ypoBeHb HAONOYEYHUKOBbIX dHOpO2eH08 00-
cmuzaem yesie8020 OUANA30Hd, c/1edyem CHUXAms 003UpOs-
Ky 2u0poKopmu30oHa** 0o cmaHoapmHou 3amecmumersibHOU
(10-15 m2/m?*/cym) [65]. Heo6x00UMO NOMHUMB, 4YMO NonsIM-
KU NOJTHOCMbIO HOpManu3osams yposeHs 170HP yawe npu-
800AM K K/IUHUYecKoU KapmuHe nepedo3uposKU 2/TOKOKOpP-
mukoudamu.

B nocnedHee spems 8 3apybexHol numepamype nossu-
JlUCb c8edeHUs 0 B03MOXHOM npeumyljecmae 4-x KpamHoz0
npuema 2udpokopmusoHa** y demeti ¢ BAKH [66]. Memab6o-
JluU3M Kopmu3oJsia eapuabesieH y pasnuydHsix ooed, 8 c8a3u
C ocobeHHOCMAMU pacnpedesieHus U KJIUpeHcd 3mo2o 20p-
MoHa. Aemopwl uccedo8aHuli ommeydom, ymo 4-kpamHeiti
npuem 2uOpPOKOpMU30HA** nydwe umumupyem YupKaoHsil
pumm Kopmus30/1a U no38oJsisiem u3bexams e20 ceepxgusuo-
J102UdecKUX KOHYeHmpayud ¢ nociedyrowumu 0umesibHbl-
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MU hepuodamu 2unokopmusosaemuu [67]. Pabomel no cpas-
HEeHUIo pexXumog 003UPOBAHUS 8bINOJIHEHbI HA HEbOIbUIUX
Ko20pmax nayueHmos, U 8 Hacmosujee 8pems pekomMeHod-
Yuu no 4-x KpamHoMy npuemy 2UOPOKOPMU30HA** He umeom
docmamoyHoU 0okazamesibHouU 6a3wbl. Tem He MeHee, 8 om-
0esIbHbIX CJlyudsax 803MOXHO ysesudeHue 4acmomel npuema
npenapama [68].

« PekomeHgyeTcA Npu HEBO3MOXHOCTU KOMMEHCaL MM
3aboneBaHnA Ha GOHe Mprema rMApPOKOPTU3OHa** y fe-
Tell NOAPOCTKOBOro BO3pacTa C 3aKPbITbIMU UK BAIN3KNMU
K 3aKpbITUIO 30HaMU POCTA MCMOJSIb30BaHME [IOKOKOPTU-
kongoB (kog ATX HO2AB) (npegHN30M0H** unu gekcameTa-
30H*¥) C NpoNoHrupyembim fenctamem [64, 69, 70].

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTenbCcTB — 4)

KommeHmapuu: y demet, docmuawiux KOHeYH020 pocma
u/unu ¢ 30Hamu pocmd, 6IUSKUMU K 3dKpbIMUI0, 803MOXHO
npumMeHeHuUe 2/IIKOKOPMUKOUO08 NPOJIOH2UPOBAHHO20 Oeli-
cmaeus, okasvigarowux 6osee svipakeHHbili AKTI-nodasnsio-
wut 3¢pgpexm. CymoyHas 003a 3mux npenapamos 00JIXKHA CO-
0maeemcmaeo8ams 3K8UBAIEHMHOU 003e 2uOPOKOPMU3OHA**
10-15 m2/m? 8 OeHb (npedHU3010H** 5-7,5 m2/cym 8 2 npue-
ma, dekcamemasoH** 0,25-0,5 me/cym 8 1-2 npuema). [na
MakcumasnbHo2o nodassneHus cekpeyuu AKTT 1/3 cymoyHou
0036l Ha3Ha4Yaemcs 8 ympeHHue dacel (8 07:00) u 2/3 00361 —
neped cHom (8 23:00).

« PekomeHpyeTca BCceM AeTAM C conbrepsiowen ¢pop-
mor BAKH Ha3HaueHue GpnygpokopTnsoHa**, getam rpya-
HOro BO3pacTa NOKa3aHo LONONHUTEIbHOE BBELEHME B MK-
LEBON paLOH MOBAaPEHHON Conmn 2.2 MMOJb/Kr/aeHb [42,
48,49 ,71].

YpoBeHb y6egutenbHocTn pekomeHpauuii B (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTenbCcTB — 4)

Kommenmapuu: npu conemepsioweli popme BJKH Heob-
Xo0umMa mepanus MUHepaI0KopmMuUKouoom ¢hsiyopokopmu-
30HOM**, KomopeIl HasHayaemcs 8 do3e 0,05-0,15 me/cym
8 1-2 npuema (8 06:00-07:00 u 8 16:00-17:00). ¥ 0emeli 2py0-
HO20 803pacma nompebHOCMb 8 MUHepasnoKoOpPMuUKoUuoax
sbiwe u Moxem docmuzame 0,3 me/cym (cymo4Hyio 003y pe-
KomeHOyemcs pazoesaums Ha 2-3 npuema). ¥ demeti 6e3 kiu-
HUYeCcKux nposesieHul colbmepsawe20 CUHOPOMA Moxem
ommedYamsca CyOKIUHUYECKUU dedpuyum MUHepasoKopmu-
Kou008, Kpumepuem KOmopoz0 A8/19emcs NO8bIWEHHbIU ypo-
8€Hb peHUHd. B makux ciyuyasx moxe nokasaHo HazHayeHue
¢nyopokopmu3soHa**. [lemam 2py0HO20 803pacma NOKA3aHo
donosiHUMesibHoe 88edeHue 8 NUWEBoU payuoH N08ApeHHOU
cosnu 8 Kosiudyecmeae 0,1-0,2 2 Ha Ke 8eca.

KommeHmapuu aemopos: 07511 pacyema Kosuvdecmasd no-
8dpeHHOU Co/U U nepesodd u3 Musisiumosell 8 2pammsi c/iedy-
em ucnosb308ame opmyiy: G=mMmosb*M(2/mosb)/1000, 20e:
- G— macca 8 epammax
- MMOJIb — 3d0dHHOe KOJIUYeCma0 8 MUIUMOJIAX
- M — monapHas macca sewecmsa (M nosapeHHoU conu

(xnopud Hampus) = 58,5 2/monv).

JononHumeneHas domayus nosapeHHOU CO/u Moxem
He mpebo8ambCa NpuU UCNOJIb308aHUU 60/bWUX 003 ¢hiy-
Opokopmu3oHa**, 3Hayumoe nogsiweHue peHUHa naasmel
(6onee 10H2/MA/4ac 0ns akMusHOCMU PeHUHA NJiasmel Uau
6onee 100MkME/mn 0na npamozo peHuHa) y demel cmapuwie
3 mecAues 6e3 K/TUHUYeCKUX NposesieHul CUHOpoMd nomepu
COJTU MOXem yKa3bledmb HA CyOKAUUHUYeckul depuyum mu-
HepasokopmMuKouoos.
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3.2 Xwupypruyeckoe neyeHve

+ PekomeHpayeTcA BceM [AeBOYKaM C KiacCUYeCKU-
Mn dopmamm geduumuta 21-rmgpokcmnasbl 1 gepuumTa
11B-rngpoKcmnasbl C BUPUIN3aLnein HapyXHbiX reHUTanui
NpoBOAUTb GEMUHN3VPYIOLLYIO MAACTUKY HAPY>KHbIX FeHU-
Tanun [52,58-61,72, 73].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTeNbCTB — 5)

KommeHmapuu aemopos: 8 Hacmosujee 8pems npu xu-
pypauyeckol Koppekyuu HApyXHbIX NOI08bIX OP2AHO8 Yy Oe-
80YeK C paz/uyHol cmeneHbio 8UPUIU3AYUU ONUCAHbI 084
OCHOBHbIX N00X00d: 0OHOIMANHAA U 08YX>MAnHAsA emu-
Husupytowas ninacmuka. OOHOIMAnNHoe 8mMewamesnbCmao
npednosnazaem 0O0HOBpeMeHHOe 8biNoJIHeHUe onepayul
HA Kaumope C COXpaHeHUeM COCYyOUCMO-Hep8HO20 NyyKa
u uHmMpoumonnacmuku. Jlgyxamanteiti nooxo0 npedycma-
mpusaem 8bINOJIHEHUe KUMOopoNJdcmuku u, npu Heobxo-
ouMoCmu, paccevyeHuUs ypo2eHUMasnbHo20 CUHYCd 8 PAHHEM
so3pacme ¢ nocnedyroujeli uHmMpoumonsaacmukol 8 nybep-
mamHom 8o3pacme. Bonpocel onmumasneHbix CpOKo8 U 06%-
éma xupypauydeckol KOppeKyuu, a makxe omodaaéHHbIX KOC-
Memuyeckux U )yHKYUOHA/TbHbIX pe3y/ibmamos ocmaromcs
npeomemom 0asbHeUWUX ucciedosaHudl.

« PeKkomeHayeTcAa BCeM [eTAM C BPOXKAEHHOW [uc-
byHKUMEn KOpbl HAAMOYEYHMKOB C HEMpPaBWUJIbHbIM
CTPOEHUEM HAPYXKHbIX TEHUTANIUN NMPOBOANTb XUPYPru-
YeCKylo NIaCTUKY HAPYKHbIX FTeHUTaJIUN B COOTBETCTBUM
C BbIGOpPAHHBIM MONIOM BOCNUTaHUA (bemMUHU3UpYOLWan
MIacTNKa HAPY>KHbIX TEHUTANIUN ANA JeBOYEK U MacCKynu-
HU3UPYIOLLAA MACTMKa HAPYXHbIX FeHUTaNUn ans manb-
ynkos) [18, 19, 60].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTeNbCTB — 5)

3.3 WHoe neyeHne

OOHUM 13 OCNTOXKHEHWUA ONUTENbHON AeKOoMMeHcauun
Tex dopm BIIKH, KoTopble NpoTeKatoT € M36bITOYHBIM CUHTE-
30M HAAMNOYEUYHNKOBBIX aHAPOreHoB (AedpuunT 21-rngpox-
cunasbl 1 geduunt 11B-rngpoKcunnasbl) sABAAETCA NPOrpec-
CUsi KOCTHOro Bo3pacTta. [pu JocTvxkeHun nybepTaTHbIX
nokasaTtefien KOCTHOro Bo3pacTa Y AeTell MOXKeT pa3BUTbCA
roHafoOTPOMNMH3aBNCMMOE NpPEeXAeBPEMEHHOEe MONoBOoe
passutne. [nA NOATBEPKAEHMA NPEXAEBPEMEHHOWN aK-
TMBaUUU TUMNOTANIAMO-TUNOPU3APHO-TOHAAHON  CUCTEMDI
npoBoanTcA Npoba C aHasoraMmym rOHagoOTPOMVHPUAN3UHT
ropmoHa. B cnyyae HeymoBneTBOpUTENbHOrO POCTOBOrO
NporHo3a (Npeanonaraemblii KOHEYHbIN POCT MeHee 150 cm
Y KEHLWKWH 1 MeHee 160 CM y MY>KUMH) BO3MOXHO Ha3Haue-
HWEe aHaNoroB roHaAOTPONMUHPUAN3IUHT TOPMOHa (Kog ATX
LO2AE) no cTaHzaapTHol cxeme [74]. Ha poHe 6rnoknpoBaHms
MOJIOBOTO Pa3BUTUA Y AeTel, Kak NPaBuio, CHUXKAETCA CKO-
pOCTb poCTa. B Takmx crnyyasx BO3MOXHO JOMONHUTENbHOE
NpUMeHeHne NpenapaToB OPMOHa POCTa C LENbo ynyylle-
HWA POCTOBOrO NporHo3a [12, 75].

+ PekomeHpyeTcA HasHaueHMe JOMOMHUTENbHbIX Me-
TOOOB NEYeHUs, TaKuUX Kak mnpenapaTtbl COMaTOTPOMHOro
ropmoHa (kog ATX HOTACO1), aHanorn roHagoTpOnnH-pu-
NN3NHT ropMmoHa (kog ATX LO2AE) naumeHTaM C BPOXAEH-
HOW AUCPYHKUMEN KOpbl HaMOYEYHMKOB MO NOKa3aHUAM
C Uenblo ynyyweHna poCTOBOro NPOrHo3a B paMKax Kiu-
HUYECKNX MCCNefoBaHWA B Crneunann3npoBaHHbIX LieH-
Tpax € pa3peLlleHna KomuTeTa no 3tuke [74-77].
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YpoBeHb y6egutenbHocTn pekomeHpauuii B (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTeNbCTB — 3)

KommeHmapuu: aHano2u 20Ha00mMpPoNUH-pusIU3UH2 20p-
MoHa (ko0 ATX LO2AE) (#mpunmopenuH** g do3e 3,75 mz 6/m
1 pa3 e 28 dHeli unu 11,25 m2 8/m 1 pas e 12 Hedenw, #nelinpo-
penuH** 8 0o3e 7,5 m2 8/m 1 pas e 28 oHeli unu 11,25 mz e/m
1 pas e 12 Hedeslb — fledeHuUe OCywecmagemcsa 8 coomgem-
cmeuu ¢ coomgemcmasyrwWuMU KTUHUYECKUMU pekoMeHOd-
yuamu «lpexoespemeHHoe nosnosoe passumue» [78]. lNpe-
napamel 20pMoHA pocma (comamponuH** 8 dose 0,035 me
Ha K2/cym n/K 8 geyepHue 4dcbl exxe0He8Ho) Makxe mMoaym
6bImb HA3HA4YeHbl 8 C/lydae Hey008/1emM8oPUMEbHO20 PO-
CMoB020 Npo2HO3a (npeonosiazdempil KOHEYHbIU pocm Me-
Hee 150 cm y eHWUH u meHee 160 CM Y My>XYUH).

« PekomeHayeTcA Ha3HauyeHUE AHTUTUMNEPTEH3UBHbIX
CpeacTB NauyneHTam ¢ rmneptToHnyeckumm popmamun BAKH
(neduumnT 17a-rugpokcunassl, geduumnT 11B-rnapoKcu-
nasbl) NpU HeJOCTaTOYHOW KOMMEHCaUUU apTepuanbHON
rmnepTeH3nn Ha ¢poHe 6a30BOW Tepanun rIOKOKOPTUKOU-
namun[2,46].

YpoBeHb y6egutenbHoctTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTeNbCTB — 5)

KommeHnmapuu: npu coxparawouwelca apmepuansHoU
2unepmeH3uUu HA (oHe mepanuu 2JIKOKOpMuUKouddamu
npu 2unepmoHuy4eckux popmax BKH nokazaHo HazHaue-
Hue donoJsiHUMesibHOU 2unomeH3usHoOU mepanuu 8 Cjy-
yae HEBO3MOXHOCMU 3CKAIAYUU 003bl 2JII0KOKOPMUKOU-
008 [79, 80]. [IpednoumeHue omdaemcs dHMA20HUCMAMm
MUHepaa0KopMmMuUKOUOHbIX peyenmopos, KaKk namozeHemu-
4yeckU 060CHOBAHHBIM Cpedcms8am npu MUHepasoKopmu-
KOUOHOM Uu36bimKe, npu Heobxodumocmu 8 KoMbuHauuu
¢ 6710Kamopamu Kasibyuesbix KAHAI08 U Opy2umMu npend-
pamamu, npumeHseMbIMU O/1f Jle4eHUs apmepuasabHou
2unepmeHsuu.

4. MEOULMHCKASA PEABUIUTALUA U CAHATOPHO-
KYPOPTHOE JIEYEHUE, MEAULIMHCKUE MOKA3AHUSA
W MPOTUBOMOKA3AHUA K NPUMEHVUHUIO METOA,0B
MEAULMUHCKOW PEABUIUTALUM, B TOM YUCIIE
OCHOBAHHbIX HA UCNOJIb30BAHUM NPUPOJHBIX
NEYEBHBIX ®AKTOPOB

« PekomeHgyeTcAa BCEM CEMbSAM C HOBOPOXAEHHbIMM
¢ BOKH u getam ¢ BOKH, ocobeHHo B nybepTaTHOM BO3pac-
Te, Npriem (TECTUPOBAHME, KOHCYbTaLWA) MeQULUHCKOTO
MCKUX0M0ra, 3HAKOMOrO C JaHHbIM 3aboneBaHNEM C Lebio
OKa3aHue NCUXOoNIOrMyeckorn NoaaepP KKy 1 ncuxotepanmm
[20, 81-83].

YpoBeHb y6egutenbHoctn pekomeHgauuin C (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTeNbCTB — 5)

Kommenmapuu: poxoeHue pebeHka C HenpasuslbHbIM
CMmpoeHUeM HApyXHbIx 2eHUMasnul, m.e. ¢ HeonpeoeseH-
HOCMbIO NOJIA, 4Aacmo Aefidemcs cmpeccom Onf cembl,
umo mpebyem KeaaupuUyUpOBAHHOU NOMOWU NCUXosI02d.
MompebHoCMb 8 noOXU3HeHHOU 3amecmumesibHOU me-
panuu 2/1I0KO- U  MUHepasoKOpMuUKOUOHbIMU Npenapa-
mamu u y2po3a paszsumus OCMpbIX COCMOsHUU 8 8ude
Kpu308 ocmpol Haono4YyeyHUKosoU HeO0CMamoyHocmu
8bI3bIBAIOM 06€CNOKOEHHOCMb KAK camux 0emel, mak u ux
podumeriel. lcuxonozauyeckoe conposoxoeHuUe NayueHmos
U 4J1eHO8 UX ceMell He MOJIbKO yyduidem Ka4yecmao XUu3Hu
nayueHMos, HO U No8bidem NPUBepXeHHOCMb K JieYeHU!O.
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B noopocmkogom 8o3pacme y mHozux nayueHmos ¢ B/JKH,
nepeHecwux NIACMUYeCcKylo XUupypauto Ha HapyXHbiX 2eHuU-
masnusx, 803HUKAM 80NPOCbl O N0A080OU NPUHAOIEXHO-
CMu U 0 nepcnekmMusax NoJsiI080U XU3HU U (hepmusibHOCMU,
umo nodyac mpebyem 3aHAMUl C NCUXOI020M OJ18 NPUHSA-
mus 3a60/1e8aHUs.

5. MPOOUNAKTUKA N ANCNAHCEPHOE HABJTIIOAEHMUE,
MEAMUMHCKME NOKA3AHNA U NPOTUBOMOKA3AHUA
K MPUMEHEHWIO METOA4OB MPOOUNTAKTUKUN

5.1 MNpodunnakTnka ocTpbiX COCTOAHNN

MpodunakTrka nNpu BPOXAEHHON ANCHYHKLMM KOpPbI
HaAMoOYeYHUKOB HaMnpaB/eHa Ha NPeLOTBPaLLEeHNE KPU3OB
OCTPOW HaANMOYEYHNKOBOW HEJAOCTAaTOYHOCTM.

» PekomeHgyeTca yBenyeHve Ao3bl MIOKOKOPTUKOU-
[IOB eTAM C Knaccuyeckmmn dopmamm BAKH npu npurcoe-
OVIHEHUW MHTEPKYPPEHTHbIX 3ab0neBaHUN C TeMnepaTypoim
Tena Bbiwe 38°C, Npy racTpo3HTEPUTaX C 06E3BOXKIMBaHU-
em, NMPU XUPYPrMyeckom JIEUEHUN N MPU CEPbe3HbIX TPaB-
Max C Lenblo npegynpexneHus Kprsa ocTpor Haanoveu-
HUKOBOW HefJocTaTouHocTu [84, 85].

YpoBeHb y6egutenbHocTn pekomengaumii C (ypo-
BeHb JOCTOBEPHOCTM fO0Ka3aTeNbCTB — 4)

+ He pekomeHgyeTca yBennuyeHne A03bl IOKOKOP-
TUKOUZOB Y feTel ¢ Knaccuueckumun dopmamm BOKH npu
XPOHUYECKNX MCUXOIMOLUMOHASNBbHBIX U GU3MYECKMX Ha-
rpyskax [86].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM fOKa3aTeNbCTB — 4)

KommeHmapuu: 0emu c knaccuyeckumu ¢popmamu BAKH
UMerom XpPOHUYeCcKyl0 HAaono4Ye4yHUKOoB8yl0 He0oCmamou-
HOCMb, CledosamesibHO, 8bI6POC OOCMAMOYHO20 KOJluYe-
cmea 2/1IIKOKOPMUKOUOO8 KAK peakyus Ha Cmpecc y Hux
Hego3MoxeH. Imo Oukmyem Heob6X0OUMOCMb NOBbIWEHUSA
003bl 2JTIOKOKOPMUKOUO08 8 MAKUX C/1y4asx, KAK onepamus-
HOe JleyeHue, JIUXOpAOKa, obe3soxugaHue UaU Mmsxenas
mpasma. [pu uHMepKyppeHMHbix 3a60/1e8aHUAX 003a 2J1i0-
KoKkopmukoudos ygenudusaemcs 8 2-3 pasa. lMpu pazgumuu
aopeHanogo20 Kpusza mpebyemcs napeHmepanbHoe ggede-
HUE 2JTIOKOKOPMUKOUOO08.

+ PekomeHgyeTcAa BCceM MauueHTam C NOJO3PeHUeM
Ha KpW3 OCTPOM HAAMOYEYHUKOBOM HEJOCTAaTOUHOCTU
He3aMe[UTENbHOE MapeHTepasbHOe BBefAeHUe Tngpo-
KOPTU30Ha** B fo3e 2Mr/Kr (MakcumanbHo 100 mr) (netam
[0 28 oHel X13HM — 4 MI/Kr) C nocneayoLWwmnm npoaosxe-
HUEeM BBeeHUs rMapoOKOPTM3OHa** M napeHTepasibHbIM
BOCMOJIHEHUEM KMUAKOCTU C LIeNIbI0 KyNMpPOBaHWA Kpu3a
1 HopManusauum coctoaHua [87-90].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM fO0Ka3aTeNbCTB — 5)

KommeHmapuu: npouszsecmu napeHmepasneHoe 60-
JIloCHoe 8sedeHue 2uOpoKopmu3oHa** 50-100 me/m? unu
u3 pacyema 2-4 me/ke. Pacuem 003 makxe 803MOXeH 8 3d-
sucUMoOCMU om 803pdcma nayueHma: e/M usu 8/8 60J110CHO
00 2 nem (<15 k2) — 25 me, ¢ 2 00 6 niem (15-25 k2) — 50 me,
¢ 6 1em u cmapuwe (>25 k2) — 100 me 2u0poKopmu3oHa**,
Janee npodomxums 88edeHuUe 2UuOPOKOPMU3OHA** 8 0o3e
50-75-100 me/mM*/cym 8 3a8ucuMocmu om COCMOAHUA U6O
8 8ude HenpepbiBHOU UHy3uU, 1U60 8 8ude Yembipex pazoe-
JIeHHbIX 003, 8800UMbIX KaxOble 6 4acos 8HYMPUBEHHO USIU
8HYMPUMbILWEYHO.
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NapeHmepanvHoe 8ocnosHeHUe XuoKocmu:

- Npu WoKe usu cpedHel/msxesnol 0e2udpamayuu egecmu
8/8 0,9% pacmeop Hampus xsopuda** g dosze 10-20ms/ke

- Hayame nociedyrwyr noooepXusarwylo UHQY3UOH-
Hyto mepanuto: 0,9% pacmeop Hampus xsopudad ** unu
5% pacmeop dekcmpo3wbi**

- npu yposHe 2/1I0KO3bl KPOBU MeHee 3,5 MMosib//1 — 880-
oums 8/8 b6osocHo 10% pacmeop Oekcmpo3sel** g 0ose
2-5mn/ke
Kaxoeble 2 yaca — uccnedogaHue yposHs Kasaus, Hampus,

2J1I0KO3bl 8 KPOBU, d MAKXe U3MepeHue apmepudanbHo20 0as-

JleHUs Ha nepughepuyeckux apmepusx, UsMmepeHue 4acmomsl

cepoyebueHus.

Mpu Hopmanusayuu ypogHel kanausa, Hampus — ne-
pexo0 Ha e8/M 8sedeHUe pacmeopa 2U0pPOKOpMuU3oHa**
C NoCMeneHHbIM CHUXeHueM 003bl (1 me/ke 1 pas e 6 ya-
€08) U nocnedywWumM nepexo0oM HA NepopdsibHble npe-
napamel. ®iy0pokopmu3oH** HazHayam nocsie nepexo-
0a Ha nepopasbHbili npueMm npu 003e 2uOPOKOpMuU30Ha**
<50 me/m2/cym [89, 90].

« PekomeHpayeTca naLumeHTam C Krnaccmyeckmmm ¢op-
MaMy BPOXAEHHOWN AUCOYHKUMEN KOpbl HaAMOYEUYHUKOB
npu HeobxoaMMOCTU NPOBEAEHNA XNPYPTrUYECKUX BMELLa-
TENbCTB Nnog o6Len aHecTe3nen NepexoanTb Ha NapeHTe-
panbHble GOPMbI TMAPOKOPTU3OHA** NN BBEAEHWE CTPecC-
COBbIX O3 TMAPOKOPTU30HA** C Lenbio NpefoTBpaLleHunn
pa3BUTUA Kpu3a OCTPOM HaZMOYeYHUKOBOM HefoCTaTou-
HocTun [87, 88, 90-92]

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTeNbCTB — 5)

KommeHmapuu asmopos: npu xupypeudeckux one-
payusax ¢ obweld aHecmesuel, Msaxesblx Mpasmax, pooax
u 3a6onegaHusx mpebyouwux UHMeHCUBHOU mepanuu: He-
nocpedcmeeHHO neped aHecme3sueli He06Xxo00UMO 6OJTIOCHOe
88edeHUe 2UOpPOKOPMU3OHA** 8 003e 2 Me/Ke (MaKCUMasibHO
100 me) 8/8 unu 8/m (0119 HeOOHOWeEHHbIX 0emeli u demeu
mnaowe 28 cymok Xu3Hu 8 003e 4 Me/k2) ¢ nocnedyowum
npo0osIKeHHbIM 88edeHUeM 2UOPOKOPMU30Ha** 8/8 kanesb-
HO CO CKOpOCMbI0 88e0eHUS U3 pacdyema:

- npu macce mena meHee 10 Ke: 25 me 3a 24 yaca

- npumacce mena 10-20 k2: 50 me 3a 24 yaca

- npu macce mena 6osee 20 ke: y 0onybepmamHeix demeti—
100 me 3a 24 4aca, y 0emeli nybepmamamHo20 803pac-
ma — 150 me2 3a 24 yaca.

Mocne 3asepweHus onepayuu pekomeHOyemcs napeHme-
pasibHOe 88edeHUe 2uOPOKOPMU30HA** 8 meyeHue 12-24 ya-
€08 8/8 KaNEJIbHO 8 YKA3AHHbIX 8bluie 003aX UJTU C Nepexo0om
Ha 6os10cHOe 8/8 LU 8/M 88e0eHUe 2UOPOKOPMU30HA U3 pac-
yema 1-2 me/Ke (MakcumaabHo 50 M2) kaxoble 6 yacos. Ha crie-
Oyrouwjuli OeHb NOC/1e ONepamueHoO20 JieueHUs npu cmaousu-
3ayuu cocmosHus, Y008/1leM8eopUMesIbHbIX NOKA3amessax
apmepuanbHo20 0assieHUs U 3/7eKmposumos npeonoymu-
mesibHO nepexooums HA NepopasibHeIU Npuem 2u0pOoKop-
mu3oHa** 8 cmpeccosbix 003ax (ygenuyums cMmaHOAapMHyio
CymouHyio 003y 8 2 pasza 8 meueHue 48 yacos (U3 pacyema
00 30 M2/M?/cym) c nociiedyouum NocmeneHHbIM CHUXeHUEM
00361 00 06bI14YHOU Mepanesmudeckoti 003si [90]. lMpu nepexo-
0e Ha nepopasbHsIl Npuem 2u0POKOPMU30OHA** u Hanuyuu
y nayueHMa MuHepaa0KopmMuKoudHoU HeAoCMamo4YyHocmu,
peKkoMeHO08aHO HA3HAYUMb ¢h/1yOpOKOPMU3OH** 8 cmaH-
dapmHoli do3e, nosyyaemou nayueHmMom 00 onNepamugHo20
sMelwiamesibCmed.
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5.2 [OuHamunyeckoe Ha6nogeHne (MOHUTOPUHT Tepanum)

npu geduuute 21-rugpokKcunasbi

Uenbio Tepanun npu BAKH saBndaetcs nopg6op mu-
HUMaNbHON 3bGEKTUBHON [03bl  [TIOKOKOPTUKOUOOB.
IvHamunyeckoe HabnogeHre naunmeHToB ¢ AeduUnTOM
21-rmgpokcunasbl TpebyeT MOCTOAHHOIrO NoAAepPKaHUA
paBHOBeCUA MeXAy M3ObITKOM FNIOKOKOPTUKOWAOB, Mpu-
BOAALMM K Pa3BUTMIO MeQUKAaMEHTO3HOro cuHapoma Ky-
LUMHra C NoJaBJIEHNEM POCTA, N3ObITKOM BECa, MOBbILLEHN-
em AJl, U HeOCTAaTKOM TTIIOKOKOPTUKOUAOB, MPUBOAALL MM
K pa3BUTUIO FTMNEepPaHAPOreHnn C YCKOPEeHUeM pocCTa, one-
peXeHneM KOCTHOFO BO3pacTa W MPOSBNEHVEM CUMMTO-
MOB BMpPUAN3ALUN.

» PekomeHpyeTca npoBoauTb o6CnefoBaHE U KOp-
peKuMio Tepanuun y feTel ¢ Knaccmyeckumm dopmamu ge-
duymTa 21-rugpoKcunasbl NepBOro rofa »KM3HU He pexe
1 pa3 B 1-3 mec. C uenblo OLEeHKN KOMMeHcaumn no cnegy-
foLemMy NPOTOKOY:

1. nccnepoBaHVe YPOBHSA Kanusi M HaTpUs B KPOBUY;

2. AVHaMMKa Beca M M3MEpPEHMe apTepuanbHOro Aasrie-
HUsA Ha neprndepuryecKx apTepusx;

3. uccnepgoBaHne  YpoBHA  17-rMppoKcMnporectepoHa
B KpoBwu [10, 12, 20, 93, 94].

4. onpepeneHne PeHNHOBOW aKTUBHOCTW Mila3Mbl KPOBU
UKW UCCNefoBaHNe YPOBHA PEHVHA B KPOBU (AnA wmc-
KloYeHNA Nepefo3rpoBKM MUHEPANIOKOPTMKOVAOB).
YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-

BeHb JOCTOBEPHOCTM OKa3aTeNbCTB — 4)
KommeHmapuu: demu nepso2o 200a XU3HU OOJIXKHbI

Haboamecsa ¢ nepuodudyHocmeto 1 pa3 8 1-3 mec. Kpu-

mepuem adekeamHocmu 3amecmumesibHOU mepanuu

y 2pyOHbix Oemeli 8 nepgyro oyepedsb A8/19emcs Kpusds Ha-

6opa seca. YoosnemsopumesbHsili Habop secda, omcym-

cmeue cpbieusaHuli ceudemesibcmayrom 06 3¢pekmusHOM
neyeHuu. ExcemecayHo onpeodesislom YpoOBHU 3/1eKmposiu-
moe Kposu, no KomopbiM nodbupaemcsa 003a ¢1yo0poKop-
mu3oHa**. [lJna akmugHoOCMu peHUHA nnadsmel y 0emedl
maaowe 3 MeC XU3HU He Cywjecmayem Yyemkux Kpumepu-
es, noamomy OaHHbIli nokazamesb UCNO/Ib308aMb OJ1f

OUeHKU adekeamHoU 3amecmumesibHOU mepanuu MUHe-

pasokopmukoudamu c/10XHo. YposeHs 170HP onpedens-

tom Kaxoble 3 Mmec 0719 No06opa 0036l 2UGPOKOPMU30HA*¥,

Cnedyem ommemume, Ymo HedoCMamoyHoe noodassieHue

2unepaHOpo2eHUU HA Nep8om 200y XU3HU He npusooum

K cywyecmeeHHOU npozpeccuu KOCMHO20 803pacmad, mozoa

Kak nepedo3uposKa 2/10KOKOPMUKOUO08 8 3mom nepuoo

oKasblgaem HezamueHoe 8JIUSHUE HA KOHeYHbIl pocm na-

yueHmos.

» PekomeHpyeTca npoBoauTb obCnefoBaHne U Kop-
peKuuio Tepanuun y feTel ¢ Knaccmyeckumm dopmamu ge-
duymTa 21-rugpokcunasbl gonybepTaTHOro Bo3pacTa cTap-
we 1 rofa XM3HY C Le/blo OLEHKN KOMMEHCALMN HE pexe
1 pa3a B 4-6 mecALeB No cnegyoLemMy NpoTOKoNy:

1. CKOpOCTb pOCTa, AMHAMUKA Beca, M3MepeHne apTepu-
anbHOro [JaBfieHUsi Ha neprdepuyeckux apTepusx,
oLEeHKa CTagun NoJioBOro pasBuTus no TaHHepy;

2. peHTreHorpadus KNCTum — onpepesieHmne KOCTHOro BO3-
pacTa (1 pa3 B roa);

3. uccnegoBaHme  YpoBHA  17-rMpgpoKcMnporectepoHa
B KPOBW, OOLLEr0 TECTOCTEPOHA B KPOBMU, OMNpeaeneHme
PEHVHOBOW aKTMBHOCTM MJIa3Mbl KPOBU UK UCCNIefo-
BaHVe YPOBHS PEHMHA B KPOBU;
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4. npoba c aHanoramm roHafoTPONUH-PUIN3VHI-TOPMOHA
npu NOJO3PEHNN Ha FOHALOTPONUH-3aBMCUMOE MPEX-
[LeBpeMeHHOe NofI0BOe Pa3BUTUE;

5. ynbTpa3BYKOBOE WCC/IelOBAaHNE OPraHOB MOLUOHKM
y ManbumKoB ctapue 5 net (1 pas B 2 roga);

6. YNbTPa3BYKOBOE MCC/IeAOBaHME HAAMOYEUYHUKOB (npw
anuTenbHom gekomneHcauum) [10, 12, 20].

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTeNbCTB — 5)

Kommenmapuu: oemel cmapwe 200a demckul 3H-
00KpuHo02 0oxeH ocmampusams 1 pa3 8 3—-6 mec. [na
3mol 803pacmHol Kamezopuu cpeou Kpumepues doek-
8aMHOCMU Mepanuu HA nepebili N/IaH 8bIXO0AM Kpusas
pocma u OUHAMUKA npozpeccuu KoCmHozo 8ospacma. CHu-
XeHue cKopocmu pocma csudemesibcmayem o nepeoo3u-
po8Ke 2/II0KOKOpMUKOU008. YsesuyeHue ckopocmu pocma
Nno cpasHeHUIo C 803PACMHbIMU HOPMAMU U OnepexeHue na-
CNOPMHO20 803pACMA KOCMHbIM 60s1ee Yem Ha 200 3a 1 200
2080pAM 0 He0OCMAmouHoU 003e 2/TI0KOKOPMUKOUOO8.
Lienesbim yposHem 170HP aensemcsa 8epxHaa epaHuyd Hop-
Mbl USIU HECKOJIbKO 8blule. ¥ Oemeli 0o Hayana nybepmama
U 0e80YeK-NOOPOCMKO8 UHPOPMAMUBHLIM MOXxem 6bimb
onpedesieHUe YpPOBHA MeCmMoCmMepoHd, Komopelli ompa-
xaem 0sumMenbHOCMb cywecmayrowell 2unepaHopo2eHuU.
Heb6onbwoe nosviweHue yposHa 170HP npu HopmanbHeix
YpOBHAX mecmocmepoHa He mpebyem nosviweHus 003bl
2UOPOKOPMU30HA**,

« PekomeHpyeTca npoBoauTb obcnefoBaHne u Kop-
pekuuio Tepanuu y AeTen ¢ Knaccuyeckumu dopmamu
geduumta 21-rugpokcunasbl  nyb6epTaTHOro BO3pacTa
He pexe 1 pa3 B 3-6 MecC. C LieNiblo OLEHKN KoOMMNeHcauum
no criegyioiemy NpoTOKony:

1. CKOpPOCTb pOCTa, AUHAMUKA Beca, U3MepPeHue apTepu-
aNnbHOrO aBJIeHUA Ha NepudPepryecKrx apTepusx;

2. OLEeHKa AVHAMVKNM NMOJIOBOrO Pa3BUTUS;

3. peHTreHorpadus KUCTM — onpegeneHre KOCTHbIN BO3-
pacT (1 pa3 B rog);

4. wnccnepoBaHme ypoBHA  17-ruapokcmnporectepoHa
B KPOBMU, 06LLErO TECTOCTEPOHA B KPOBU (AN1A AEBOYEK),
onpepgenieHne PeHNHOBOWN aKTUBHOCTY MJ1a3Mbl KPOBM
U1 NccnefoBaHUe YPOBHA PEHVHA B KPOBUY;

5. ynbTpa3ByKOBOe MCCiejoBaH/e OPraHOB MaJioro Tasa
y AeBOYeEK (Mo nokasaHuam);

6. YNbTPa3BYKOBOE MCC/IeJOBaHME OPraHOB MOLUOHKM
y Manbumkos (1pa3 B 1-2 roga)

7. ynbTPa3BYKOBOE UCCNeOBaHWE HAAMOYEYHUKOB (npw
anuTenbHom gekomneHcauum) [10, 20].

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTeNbCTB — 5)

KommeHmapuu: ocobozo sHumaHua mpebyom noo-
pocmku ¢ BJJKH, nockonbky 8 3mom 8o3pacmHol nepuod
onpedensemcs 6yOywjas ¢epmusibHOCMb U peanusyemcs
pocmosol nomeHyuan. [lepedo3uposka 2l0KOKOpmMu-
Kouoo8 8 3mMo 8pemMsa npuBoOUM K KOHe4YHOU HU3KOpOC-
J0Cmu nayueHmos. B ces3u ¢ ocobeHHocmamu memabo-
Jlu3mMa Kopmu3sosad 8 nepuod nybepmama OYeHb CI0XKHO
0obumscsa adek8amHo20 No0dssieHUs 2unepaHopozeHuU,
He 8bI3b1845 NPU 3MOM CUMNMOMO8 nepedo3uposKu. 1o3-
mowmy Habmodams 3a noopocmkamu ¢ BLJKH Heobxodumo
1 pa3 8 3-6 mec. B 0aHHOU 803pacmHoli epynne 803MOXeH
nepexod HaA npenapamel 2/Il0KOKOPMUKOUGO8 NpPOJIOH-
2UpPOBAHHO20 Oelicmeusa npu yca08uUU HAAU4yusa 6U3KUX
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K 3aKpbIMuto 30H pocma u 00CMuUXeHus KOHe4YH020 pocma.
Kpumepusmu adekeamHocmu mepanuu cyxam OuHamu-
Ka pocma u 8ecd, a makxe cKopocms npozpeccuu NoJsi08o-
20 pazsumus. Kak 2unepaHopoz2eHus, mak u smpo2eHHbIl
2unepKopmuyu3M npusodsam K 3adepxkKe N0/108020 pa3eu-
mus.

B cnyuyae onumenvHol OekomneHcayuu 3abonesaHus
Heobxo0umMsbl 00NOJIHUMeJsIbHble Memoobl 06C/1e008aHUS.
Ymobebl uckoyumes passumue 8mopuYHbIX A0eHOM, NPOB8o-
oumcsa Y3/ HaOnoye4yHUKO8. Y Masb4yuKo8 0ONOIHUMEIbHO
nposooumcs ynbmpassykosoe uccie0osdHue op2aHo8 Mo-
WOHKU C Yesiblo 8blIB/IeHUA 2unepnia3uu 3Kmonupos8aHHoU
Haonoye4yHUKOBOU MKAHU 8 AuYKax. Hanuuyue smopudHbix
aoeHOM 8 HAONO4Ye4YHUKAX uau 0bwveMHbIX 06pazosaHuli
8 AUYKAX Mpebyem yxecmoYeHUs KOHMPOJIA 2unepaHopoze-
HUU. B makux ciy4asx unu noseituaemcs 003a 2u0pokopmu-
30Ha**, unu nayueHm nepegooumcs ¢ 2uOPOKOpMU30Ha**
HA npenapamel 2/Il0KOKOPMUKOUOO8 NPOJIOH2UPOBAHHO20
delicmesus.

Mepuodsl 0numesnbHOU Nepedo3uposKU 2JTKOKOPMUKOU-
008 MO2ym 8bI3bI8dMb OC/IOXHEHUS, K KOMOPbIM OMHOCAM-
CA OXUpeHUe, 2UNePUHCY/IUHeMUs U UHCY/IUHOpe3UuCmeHm-
Hocmb. B demckom u nodpocmkosom 8o3pacme OdHHble
OC/I0XHEeHUA He mpebylom 00NosIHUMesbHo20 06¢/1e008a-
HUA, @ Npu J1le4eHuU, NOMUMO KOPPeKYUU 2/TIOKOKOPMUKOUO-
HoU mepanuu, npumeHsaOMcs duemomepanus U ¢husudeckue
Hazpy3Ku.

Bo sce 8o3pacmHbie nepuo0bi, Kpome 2py0HO20 803pacmd,
0714 KOppekyuu MUHepaoKkopmuKouoHoU mepanuu ucnosb-
3yemcs yposeHb dKmuU8HOCMU PeHUHA NJia3Mbl USIU YpOBeHb
NpAMO20 peHUHd, Komopsili Heo6x00uMo nodoepxusame
Ha gepxHel epaHuye HopMol.

JnumensHas nepedo3uposka MUHepasIoKopmMuKouoos
npusodum k cmoukoU apmepuasnbHoU 2unepmeH3uU U CHU-
XKEeHUIO YpOBHA peHUHd. B makux csiyyasx cHuxeHue 003bl
¢h11yOpOKOpMU30HA** HYXHO NPoB8oOUMb NOO KOHMpOJsiem
aKMUuBHOCMU peHUHA NJiasMel USIU NPAMO20 PEHUHd, M.K.
HOpManU3ayus apmepuanbHo20 0A8/1eHUS MOXem NPouUCXo-
Oums MeOsIeHHO U daxe nompebosams 8peMeHHO020 HA3HA-
UeHUsA 2unomeH3U8HOU mepanuu (ucnose3yromcs 670Kkamo-
pbl Kasbyuesbix KAHAI08).

MosbiwieHUe akMUBHOCMU peHUHA N1a3msl 0dxe npu om-
Cymcmeuu 3/1eKmposIUMHbIX U3MeHeHUU oukmyem Heobxo-
OuMocme ygesnudeHuUs 003bl MUHEPAI0KOPMUKOUOOS.

5.3. OduHamunyeckoe HaGnogeHe (MOHUTOPUHT Tepanum)

y aeten ¢ pegkumu ¢opmamu BOAKH

« PekomeHpyeTca npoBoauTb obCnefoBaHne U Kop-
pekuuio Tepannn y getei ¢ pegkummn popmamum BOKH c ue-

NblO OLEHKM KOMNEeHcaumm ¢ Yactoton 1 pas B 3-6 mecAues

no ciegyiowemy NpoToKony:

1. nccnepgoBaHMe YPOBHA KanuA U HaTPUA B KPOBY;

2. CKOpPOCTb POCTa, AUHAMMKa Beca, N3MepeHne aptepu-
anbHOrO JaBNieHUs Ha nepudepryecKmx apTepusx;

3. onpepgeneHne peHNHOBOW aKTUBHOCTW MNasMbl KPOBU
VNN nccnefoBaHre ypOBHA PEeHVHA B KPOBY;

4. onpepgeneHne WNPOKOro CreKTpa CTeponaoB (ana Ka-
xpon ¢dopmbl BOKH TpebyeTca onpepeneHue cBoux
MapKepoB — cornacHo Tabnuue 1);

5. peHTreHorpadus KuCTeln C onpefefieHMemM KOCTHOro
Bo3pacTa 1 pa3 B rog npu geduuute 11B-rugpokcuna-
3bl, AN gpyrux ¢opm BAKH no nokasaHuam;
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6. ynbTpa3ByKOBOE MCC/IefOBaHME OpPraHoOB Masioro Tasa
npu Kapuotune 46XX HaunHas c nybepTaTHOro BO3pac-
Ta NPV TMNONAHOWN rMNepnnasvMy Hagno4YeyHKOB and
CBOEBPEMEHHOTO BblsiBIEHUA GOMINKYNAPHBIX KACT;

7. onpepgeneHne ypoBHEWN FOHAaJOTPOMUHOB KPOBU (MC-
cnefioBaHMe YPOBHA NIOTEMHU3NPYIOLWErO TFOpPMOHa
B CbIBOPOTKE KPOBU, YPOBHSA GONUKYNOCTUMYNNPYIO-
Lero ropMoHa B CbiIBOPOTKe KpoBu) ansa ¢popm BIKH,
npoTeKawLwmx ¢ edurLMToOM NOJIOBbIX CTEPONAOB, C Ha-
yana nybepTaTHOro Bo3pacTa Ajis onpefesieHus Cpo-
KOB Hauana Tepanuu nosoBbIMu cTepongamu;

8. HabniogeHve Kapanosora ¢ NpoBeeHNeM SNEKTPOKap-
AVOrpamMmbl, 3xoKapauorpaduy 1 CyTOUHOrO MOHUTO-
pVpOBaHNA apTepuanbHOro AaBieHNA MO MNoKa3aHnAM
y AeTell C rMnepToHMYEeCKMMU GopMamMUn BPOXKLEHHOM
ANCOYHKLMM KOpbl HAANMOYEYHMKOB [6, 24, 31, 35, 46]
YpoBeHb y6egutenbHoctTn pekomeHpgauuin C (ypo-

BeHb JOCTOBEPHOCTU AOKa3aTeNnbCcTB — 5)

6. OPTAHU3ALINA OKA3AHUA MEAULIMHCKOWN
nomMoLu

MokasaHua gna rocnutanusauyum B MeANLNHCKYIO
opraHusaumio:

1. TocnuTanu3ayma B CTauVOHAp WY AHEBHOW CTauMOHap
JeTel C HenpaBWibHbIM CTPOEHMEM HaPYKHbIX MOSTIOBbIX
OpraHoOB C Uesfibl0 YTOYHEHUs MPUYMHBI 3ab6oNieBaHUs
1 BbibOpa NOIOBON NPUHAANEXHOCTY;

2. JKCTpeHHasA rocnuTanusaumsa geter B CTaumMoHap C npu-
3HaKaMu CMHAPOMaA NOTepW CONU ANA YTOUYHEHWA ANarHo-
3a 1 NPOBedeHNA SKCTPEHHbIX MepPOoNpPUATUN MO Kynnpo-
BaHWIO KpPW3a HAafNnOYeYHNKOBOW HeAOCTaTOUHOCTY;

3. DKCTpeHHas rocnuTanmn3auma geTen B CTaumoHap C ycra-
HOBJIEHHbIM AUArHO30M BPOXAEHHaA ANCOYHKLMA KOpbI
HaAMOYEYHNKOB MPU BO3HWKHOBEHMWN Kpu3a OCTpOun
HaAMOYeYHNKOBOMN HEAOCTAaTOYHOCTH;

4. TnaHoBaA rocnuTanMsauna B CTaLUOHap UAN SHEBHOM
CTauuoHap geTen C NOAO3PEHNEM Ha BPOXKAEHHYIO ANC-
bYHKUMIO KOPbl HAfMOYEYHUKOB MPW OTCYTCTBUWM BO3-
MOXHOCTU MPOBEAEHNA MEPBMYHOrO 06CNeoBaHUA
B MOJIHOM 06beme amMbynaTopHO;

5. lnaHoBaa rocnuTanmM3auma B CNeuuann3npOBaHHbIN
CTauuoHap 1M gHEBHOW CTauMOHap AeTen C nogospe-
HMEM Ha MNpeXxAeBpPeMeHHOe MONI0OBOE pPa3BMTUE MpwU
OTCYTCTBUUN BO3MOXHOCTM YTOUHEHMWA AMarHo3a 1 onpe-
JeneHna TakTMKM Be4eHWA B YCJIOBUAX rocnmnTanusaumnm
B TEeKyLlen MegnUMHCKON opraHn3aymnm;

6. lnaHoBasa rocnuTanuM3auma B CTaUMOHAp WIN LHEB-
HOW CTauMoOHap fAeTell C YCTAaHOBMIEHHbIM AWArHO30M
BPOXKAEHHOWN AMNCPYHKLMM KOPbl HAAMOYEUYHUKOB Mpu
OTCYTCTBMU BO3MOXKHOCTW aMbynaTtopHoro obcnepoBa-
H1A B NOSIHOM 0ObeMe;

7. TlnaHoBasa rocnuTanusauva geTen B CTaunoHap ana npo-
BeleHUA XNPYPrmyeckoro fieyeHusa (nnactuka Hapyx-
HbIX FeHUTaNnNn).

MoKasaHuA K BbINncKe NauneHTa U3 MeguLnHCKoON
opraHmsayum:

1. Mpw rocnuTanrsaunm HOBOPOXAEHHOIO C HAapyLUEHKEM
dbopmMupoBaHUs Mona BbIMMCKA €ro BO3MOXHA Mocie
onpefeneHns TakTMKM B OTHOLLEHUWN Bbibopa NoI0OBON
NPUHAZJIEXXHOCTU U JIeUEHNS;
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2. B cnyvae 3KCTpeHHOW rocnutanu3aumm pebeHKa
C KPU30OM HaAMoO4YeYHUKOBOW HeAJOCTaTOUYHOCTU Bbl-
nucKa 13 CTalMoHapa OCYLeCTBAAETCA NOCne Kynu-
pOBaHUA Kpr3a HafMnoOYeYHNKOBOW HE[0CTaTOYHOCTH
M nepeBofa pebeHka Ha npvem TabneTMpPoBaHHbIX
npenaparos;

3. B cnyuyae rocnutanusaumm pebeHka C nofo3peHuem
Ha BPOXAEHHYI0 AUCPYHKLMIO KOPbl HAAMOYEYHWKOB
BbIMMCKa NaLMeHTa 13 cTauroHapa WM OHEBHOro CTa-
LUMOHapa OCYLEeCTBAAETCA MOC/e YTOYHEHNA AmarHosa
1 onpepeneHus TakTUKK NeYeHNs;

4. B cnyyae rocnuTtanmsaumy pebeHKa C yCTaHOBJIEHHbIM
[VarHO30M BPOXAeHHON ANCOYHKLUM KOpbl Hagnouyeu-
HWKOB /11 AUHAMNYECKOro 06CeloBaHNA 1 KOppeKuum
Tepanuu NaLMeHT MOXeT ObiTb BbINMCAH NOCTE 3aBepLue-
HUA NPefyCMOTPEHHOTO KIMHMYECKMMN peKOMeHdauum-
AMK obbema obcnefoBaHNA 1 KOPPeKUUn nonyyaemon
Tepanuu.

5. B cnyuae rocnutanusauuun nayventa ¢ BAKH gna npose-
[EHVA XVPYPrMyecKoro JIeUeHWs NaLueHT MOXET ObiTb
BbIMMCaH AOMOWM MO OKOHYaHMM AAHHOro 3Tana onepa-
TUBHOIO NeYeHnA Npu yCIoBUM YAOBNETBOPUTENIbHOTO
CaMOUyBCTBMA U OTCYTCTBUA NPU3HAKOB HaAMOUYEUYHUKO-
BOW HE,OCTAaTOYHOCTW.

7. AONONHUTENIbHAA UHOOPMALIUA (B TOM YUCJIE
OAKTOPbI, BNNAOLWUE HA UCXO[ 3ABOJIEBAHUA
NN COCTOAHUA)

Kak ana nioboro MoHOreHHoro 3aboneBaHus, ana Bcex
bopM BpPOXKAEHHOW AUCPYHKLUN KOpPbl HAAMOUYEUHUKOB
BO3MOXHO NMPOBeLeHNe NPeHaTasbHON 1 NperMniaHTaLu-
OHHOW ANArHOCTUKU B CEMbSAX, Y>KE UMELLUX AETEN C AaH-
HOW naTonorunen.

+ PekomeHpgyeTca paccmaTpuBaTbh MpeHaTanbHYo
M NPEeVMMIaHTAUVOHHYI0 AMArHOCTUKY C LeSiblo poXKAae-
HUs 300pOBOro pebeHKa Kak HeobsasaTenbHyl npoueny-
py, KOTOpas NPOBOAUTCS TOJIBKO MO XKeNlaHWo poguTenen
B CEMbSIX, MMelWwunx 60nbHOro pebeHKa, U TONMbKO npwu
ycnoBuu, Uto poautenu 6yayT npepbiBaTb 6epeMeHHOCTb
60nbHbIM Iogom [95].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM fOKa3aTeNbCTB — 4)

KommeHmapuu: 0ns nposedeHus npeHamasbHol Oud-
2HOCMUKU Heobxo0uMo 3Hams 2eHomun oboux pooumesned.
JuazHocmuka npogodumcsa Ha 9-10-U Hedenax zecmayuu
nymem nonyyeHus [JHK u3 sopcuH xopuoHa u onpedesieHus
Hanuyus Mymauyud 2eHd, omeemcmeeHHO20 3d passumue
d0aHHoU ¢popmbl BLKH.

Jna BAKH 803moxHO nposedeHue npedumniaHmayu-
OHHOU duazHocmuku. lTpeduMniaHMayuoHHoe 2eHemudye-
CKOe mecmuposaHue Moxem nNposoouMsCa MOJIbKO Npu
npumMeHeHUU 8CNOMO2AMesIbHbIX penpoOyKMUBHbIX mex-
Hosl02ull, a UMEHHO 3KMpPAakopnopaabHO20 onio0omeope-
HuA (3KO) c uHmpannasmamudeckol uHwvekyuel cnepma-
mo3oudos.
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« He pekomeHayeTcA NpoBoAWTL NPeHaTaNibHYIO Tepa-
Muo BPOXAEHHON ANCHYHKLUMM KOPbl HAANMOYEYHUKOB, OHa
JOJKHa paccMaTpmBaTbCs KAk dKCMepUMEHTasbHas, Npo-
BOAMMAs B paMKaX KIMHMYECKUX NCCIIe[oBaHWi B cnewu-
aNM3NPOBAHHBIX LIEHTPAX, MMEKWNX COOTBETCTBYIOLMIA
NPOTOKON UCC/IeJOBaHUA U Pa3peLleHe KOMITeTa no 3Tu-
Ke [96, 971.

YpoBeHb y6egutenbHocTn pekomeHpauuii B (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTeNbCTB — 2)

KommeHmapuu: npeHamansHas mepanus npogooum-
€A C yenbio u3bexams WU CHU3UMb CMeneHb 8UPUIU3A-
YUu HApyXHbIX NOJI0BbIX OP2dHOB Yy NJ100d XEeHCK020 nosd
¢ Oegpuyumom 21-2udpokcunasol unu 118-2u0poKcUIa3bI.
Ana mepanuu npumeHsemcs OekcamemaszoH**, komopwil
He uHakmusupyemcsa niaayeHmapHol 118-2udpokcucmepo-
uddezudpozeHasoli u npoHukaem K nsiody. [lockoneky me-
panus 00/IXXKHA HAYUHAMbCA C MOMeHMaA ycmaHoeJsieHus be-
peMeHHOCMU, K020a ypo8eHb KOpmu30/d y niood O4YeHb
Hu3Kul, Mo 8 onpedesieHHble NepuOObl YPOBEHb 2/IHOKOKOP-
mukoudos 6y0em 3HAYUMEJSILHO Npesbiiadme u3UOIoU-
yeckud. [lpeHamanebHas mepanus He no3gosigem u3bexams
8 OasibHelileM NOXU3HeHHOU mepanuu U He A8/19emcs Npo-
unakmukol conbmepaAUUX COCMOAHUU 8 NOC/1epO008OM
nepuode. Tepanus NoKA3aHa MoJsibKO NJ1I00AM XeHCKO20 Noa
¢ Odejpuyumom 21-2udpokcunassl. Jepuyum 21-2u0pokcu-
J1a3el A8/719eMCcA aymoCOMHO-peyeccusHsiM 3abonesaHuem,
u 8 cembe, uMetoweli 601bHO20 pebeHKd, 8epoSMHOCMb be-
pemeHHOCMU 6osbHOU Oesoykol cocmasnsem 12,5%. [lo-
CKOJIbKY NpeHamasnbHas OUd2HOCMUKA 803MOXHA MOJIbKO
Ha 10-0 Hedene 6epemeHHOcmu, mo 8 87,5% cryuaes nyioo
6yd0em HanpdcHO NoJy4ame 8bICOKUe 003bl 2J1I0KOKOPMUKO-
udos ¢ 4-6-0 0o 10-U Hedenu 2ecmayuu. V3eecmHsl ompu-
uamersnbHble nocnedcmaus so3delicmaus dekcamemasoHa**
Ha mams 80 8peMsa bepeMeHHOCMU: namojsioaudeckuli Habop
8eca, HapyweHus y271ie800H020 06MeHa U puck pazeumus ap-
mepuansHoU 2unepmeH3uu. He 00 KOHYA U3y4YeHbl BO3MOX-
Hble 3¢hhekmsl 8030elicmaus 8bICOKUX 003 0eKcamemaszoHa**
Ha nj100 Ha paHHUX CpOKax 2ecmayuu. Bcnedcmaue ecez0 8bi-
WieussIoxKeHHO20 NPEHAaMAsbHAs mepanus He Moxem 6bimb
pekoMeHO08aHA 0/ 8HeOpeHUs 8 KJIUHUYeCKYI NPakmuky.
Tpebytomca 0aneHeliwue Ucced08aHUs.

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHukn ¢duHaHcupoBaHmnA. PaboTa BbIMONHEHA B paMKax TeMbl
roczafaHva «MepcoHndnLMpoBaHHas KOMMIEKCHasa Tepanua 3aAepKkin
poCTa 11 MOJIOBOrO PasBUTWA Y AeTeil C BPOXAEHHbIMU OpdaHHbIMI SHAO-
KprHonatnamu», Homep 126022417900-6

KoH}nuKT nHTepecoB. ABTOpPbI AEKNapupYOT OTCYTCTBUE ABHbIX
1 NoTeHLMabHbIX KOHGJIMKTOB NHTEPECOB, CBA3AHHbIX C Mybnukauuein Ha
cToALWEN CTaTbM.

YyacTtue aBTOpOB. BCce aBTOpPbI 0A06pUNN GUHANBbHYIO BEPCUIO CTaTb
nepep nybnvkauyuer, Bbipasuan coriacme HeCTM OTBETCTBEHHOCTb 3a BCe
acneKTbl paboTbl, NOAPa3yMeBaloLLYIO HafieXallee n3yyeHne 1 pelleHne
BOMPOCOB, CBA3AHHbIX C TOYHOCTbIO UM AOOPOCOBECTHOCTbIO NHO6OI YacTn

paboTbl.
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NPUNOMEHUE A3.

CI'IpaBOlleIe MaTepuanbl, BKJ1l0O4aA COOTBETCTBUE NoKasaHum K NPUMeHeHNo N I'IpOTVIBOI'IOKa3aHI/IVI, crnoco6os npume-
HEHWNA 1N 003 JIEKAPCTBEHHDbIX NPenapaToB NHCTPYKLU UM MO NPUMEHEHUIO NeKapCTBEHHOIO npenaparta.

XonecTepuH
HO
P450scc l o o
o]
P450c17 "OH P450c17
 —  ——
nperHeHonoH 17a-rngpokcu- OernaposnmnaHgpoCcTepoH
HO l HO NPerHeHoJ/IoH HO
B 3B-HSD 3B-HSD
3B-HSD 0 0 l o 0
OH
P450c17 P450c17 P450arom
— #
17a-rngpoKcun a ocTe o 3CTPOH
- - H TEHAWOH
g MporecrepoH nporectepor 7 AP A Ho P
P450c21 OH P450c21 oA 17B-HSD 17B-HSD
0] OH OH
’1((1)-%3&%- OH \ OH
P P P450arom
—_—
11-pe30KCcMKopTU3O0N 3CTpagmon
o o o TECTOCTEPOH HO
P450c11 l on P450c11 l 8
0 (0]
HO - wOH
KOpTI/IKOCTepOH/ KopTn3on

) 0]

P450 aldol ({ 0
HO OH

anbaoCcTepoH

PricyHoK 1. Cxema cTepounporeHesa c ykazaHmem GpepMeHTOB, yUacTBYIOLLMX B CUHTE3e KOPTU30Aa, AedeKTbl KOTOPbIX MPUBOAAT K BPOXAEHHO
ANCOYHKLMM KOPbI HAAMOUYEUHNKOB.
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NPUNOMEHMUE B.

Pesynbrarthl
HeoHaTasbHOro
CKPVHUHra

‘ HABJIIOAEHUE

HE TPEBYETCA

OcmoTp SHAOKpUHONOra

HCHI™* nnn
OTCYTCTBUE ANYEK
B MOLLOHKE

[eBouka

[ InarHos ncknouveH J

DNEKTPOINTLI KPOBK

( K* 'T‘;‘l'\la+ N2 ) (K*; Na*B Hopme)

y

Mpoba ¢ cMHAaKTEHOM 1N

y aHanu3 reHa CYP21A2
Ha3HaueHune Ha3HaueHune
rNIOKOKOPTUKOMAOB MWHepanoKopTUKOUA0B [ leHOTMN cooTBETCTBYET )
HK dpopme
[,[lmarHos noatsepKaeH/
reHOTWM COOTBETCTBYET
L CT vnn NB popmam HABNMIOAEHUE

PyCyHOK 2. ANropuT™ AeicTBUiA Bpaya 418 AUAarHOCTUKM U leueHns BPOXKAEHHOM ANCOYHKLMM KOPbI HAAMOYEUHNKOB Y AeTel.

Npumeyvanue: * HCHI — HenpaBunbHOe CTpoeHue HapyXHbix reHutanuii; CT — conbTepstowan opma; NMB — Heknaccnyeckas dopma.
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NPUNOMEHUE 1.

Bladder 3
. . Miilerian duct /
Undifferentiated Miilerian tubercle
Vaginal <—— stage Primitive urethra  ————————=> \faginal
plate plate

Prostatic
utricle

A\ \ S \@d \@d bﬁ/y p(/ }ff\?{d

Vagina
Normal @ 1 5 Normal &

Perineal urethra

Female Male

Female Indifferent Male

Genital Tubercle

Glans Glans

Urethral Genital Fold

Urethral Fold Groove

Genital Swelling = Urethral Groove

Labial *—r Anus
Swelling

@ (A) Q Scrotal
Y USRS U U U W W Wl
2 3 4

Normal @

5  Normal &

PI/ICyHOK 3. lWWkana Npagepa Ansa oueHKW cTeneHn BUpunn3aymm HapPYy>HbIX MONOBbIX OPraHoB Npn BPOXAEHHOWN ,Cll/ICd)yHKLlVII/I KOpbl HaANO4Ye4YHNKOB.

WcTouHuk: Prader A Der genitalbefund beim pseudohermaphroditismus femininus der kengenitalen adrenogenitalen syndroms. // Helv Paediatr Acta,
1954, N9, p.231-248

2 cTeneHb BUpUAN3aLmMM — runepTpodus KIMTopa 1 YacTUyHoe cpalleHune 60MbLLNX NONOBbIX ry6.
3 cTeneHb BUpUAN3ALMN — KIIUTOP rvnepTpodrpoBaH 1 cpopMmnpoBaHa ero rosioBKa, cpaLieHvie nosioBbix ryd ¢opmmpyeTt yporeHUTanbHbli CUHYC —
eArHOoe MOYENoJIoBOE OTBEPCTUE Y OCHOBaHWA KNUTOpa.
4-5 cTeneHb BUpUAN3aLMN — rvnepTpodrpoBaHHbI KAUTOP HAaMOMUHAET HOPMaslbHbI MOMOBOW YeH, OAHAKO MMEeeTCA ero UcKpueneHune (dukcauusa
K MPOMEXXHOCTM), YPOreHUTaNIbHbIN CYHYC OTKPbIBAETCA Ha CTBOJIE WJIN FOSTIOBKE MOJIOBOrO YieHa (NHeasbHas ypeTpa).
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